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HA OBNOXKE
MKOHA BOXMEN MATEPU “YMATYEHUE 3NbIX CEPOELL”

(npaspHoBaHWe — B BOCKpecenue Ha Hepene Bcex ceathix — B nepsoe BockpeceHue nocne Tpouupl).

Srta ukowa MNpecsaTtoi boropoauusl ¢ fABHKX BpeMeH BCEM M3BECTHA W BCEMU NOYMTAETCA YyhoTBopHoio. Ho caepenuit
O HEl, K COXANEHUIO, HMKOTAA HUKakMX He Bbino, HenssecTHo paxe, rae u korpa Owa seunace. Ha ukoxe Mateps
Boxua nzobpaxaetcs 0aHA, NPOH3EHHAS CEMbIO MEYaMM: TPU C NPABON CTOPOHbLI, TPU — C NEBOM, A OAWH Meu
nocepeaute. Yucno “cems” 8 CesuenHom [M1caHm 03HaUaET NOAHOTY, U HA MKOHE CeMb Meueli OTPA3MAM BCIO NOAHOTY
TOro rops, neyanu 1 Gonu cepaeuHoi, kotopsie seinank Ha ponio lNpecesatoit Boropoauus. D1y koHy ele HasbiBaIOT
“CumeoHoBo npopeueHue”, NockonbKy OHa CUMBONM3UPYET MCNONHEHUE NPopoYecTsa npaseaHoro crapua CumeoHa:

“Te6be Camoi opyxue npoigeT aywy”.

Bce npuberaiowpe Kk Helt C MONUTBOIO Bepbl YyBCTBYIOT, YTO NPU YMArYEHMM CEPAUA YMAryaloTcs M obneryaioTcs
CTPOAGHMS AYLEBHBIE M TENECHBIE, U CO3HAIOT, YTO, KOFAA MONATCA NPEeA HEelo 30 BPAroB CBOMX, TOMAQ CMAMYAIOTCS MX
spaxaebHble OTHOWeHHs, ycTynas 6onee BENUKOAYLUHOMY Y4yBCTBY MUNOCEPAMA.

371a MKOHQ siBNAETCA OfHOM M3 cesThiHb Cepnyxosckoro Bhicoukoro Myxckoro MOHACTHIPs, KoTopsit ocHosaH 8 1374 ropy.
[o Hawwux gHeit gownu npekpacHsie sbickasbisaHus otuoe Llepksu, noasuxHukos Gnaroyectus, NOCBALEHHbIE 3TOM
Ukone: “3nononyueH u xanok, kto aanek ot niobeu, — rosoput npen. Edpem Cupun. — On nposoguT aHM csou 8
coHHom Bpepy. M k1o He ctaeT nnakaTts o TOM uenoseke, KOTOpbI aanek ot bora, nuiwen ceeta u xuser Bo ToMe?”
B noscepnHeBHOM AEACTBMTENLHOCTH rHEB, PA3APAXMTENBHOCTb, BPAXAA CTANM HALUMMM NOCTOSHHBIMM CMYTHUKAMM.
TpyaHO NpUMMPUTL BPAXAYIOWMX, YTULLMTE NOTOKM GeayaepxHoro rHesa. “bnaxeH yenosek, B KOTOpom ecTs nioboes
Boxwus, — rosoput npenopobHeiit Edpem Cupun, — notoMy uto oH HocuT B cebe Bora”.

Cnesnas monutea [Npecsstoit boropoauue uypea uypoteopHyio Ee wukony “Ymaruenus 3nwix ceppeu’ cnocobHa
cosepwuTk 4yno. [ne Beccunbhbl HawK cnosa, cuna Boxueit Gnaropatv, npussaHHas Ypes obpattenus k Boxweit
Martepu, BepHo ymaryuT “cepaua 3nsix yenosek” U AapyeT 4yscTBO MMpa U nioGewu.

Tponaps, rac 5-i

Ymsrun Hawa 3nas cepaua, boropoauue, 1 HANACTH HEHABMAALLMX HAC YraCH, M BCAKYIO TECHOTY AyLUM HALLER PA3PeLUM,
Ha Teoi 6o ceatuiit 06pas saupaioule, TBOMM CTPOAAHMEM U MUNOCEPAMEM O HAC YMUNSEMCS M PpaHsl 1808 noBsI3aeM,
ctpen xe Hawwx, Ta Tepsaiowmx, yxacaemca. He aaxas Ham, Mati Bnarocepnas, B xecrokocepauu Hawem U ot
xectokocepaus GnuxHux nornbHyT, Tel 60 ecH BOMCTUHY anbix cepael YmaruyeHue.

H.B.MaHoB, CT. Hay4. COTPYAHUK Hay4yHO-u1CcnenosaTensckoro

ueHTpa “MeguumHcknin mysen” PAMH



VYBaxaemble Kosiern!

Boixonut ouepe/iHoii Homep JkypHata “TlynbMoHosorHa”, KOTOPBIH NMOCBsiLUeH npo6ieMe MYKOBHCLH03a.
OH oTKpbIBaeTcsl peflakMOHHBIM npuseTcTBHeM npod. Jopunra — npeaunenta EBponelickoit accouuauuy
MYKOBHCLUHMI03a, YTO HIUIIOCTPHPYET aKTHBHYIO MeXXIyHaPOAHYIO0 MOAAEPXKKY Hallei paGoThl Ha MPOTSKEHHH
rnocJiefiHero AecsituaeTusi. Mory ckasaTb, UTO 3a HCTOPHYECKH KOPOTKHIl MpOMeXXyToK BpemeHH B Poccuu
KaueCTBEeHHO H3MEHHJIaCh CHTYAlHs M0 AHACHOCTHKE M JIeYeHHIO GOJIbHBIX MyKOBHCLHA030M. [lo HelaBHero
BpEMEHH pealibHO CYLIeCTBOBAJIH TOJbKO ABa UeHTpa — MockoBckuit 1 Cankr-IletepGyprekuii, umeBLIne
B CBOEM LUTaTe CIEeLHaJHCTOB, CMOCOOHBIX He TOJBKO JAMArHOCTHPOBATb 3Ty MATOJOrHIO, HO M 0KasaTh
peasibHYIO MOMOLIb B Be[EHHH TaKHX GOJIbHBIX. PYKOBOAMTENSMH STHX UIKOJ, OMpefe]HBUIHMH GypHoe
pasBUTHE HOBOTO Hay4HOTO HAMpaBJEHHS H NOCTPOEHHEe OPTraHH3aLHOHHO-METOAHYECKOH MOJENH IMOMOLIH
GOJIBHEIM MYKOBHCLHM030M, cTanu npodeccopa Huxomait Mpanosuu KanpanoB u Tatesina EBrenbeBHa
I'em6uukas. Orpomuas pa6ota, npoesenHas H.M.Kanpanoseiv u T.E.l'emOuikoit, npusesa K nocreneHHoMy
YJIYYIIEHHIO CHTYalMH 10 IMarHOCTHKE H JleYeHHIo MyKoBHcUuAo3a B Poccun. CTanm OTKpHIBATbCS HOBbIE
uentpsl — B Ilpeaypanbe, Ha Ypaie, a Tenepb yxe B 3anagno#, Llentpanbroit 1 Boctounoit Cubupw, rie
aKTHBHO BBISIBISIOT JeTeH, CTPajaloluX STHM HefyroM. [TosiBHIMCH XOpOIIO OCHALEHHLIE LEHTPHI, CIIOCOOHbIE
0Ka3biBaTh KBAJIH(HUMPOBAHHYIO MOMOLIb GOJBHBEIM, YTO MPHBEJO K YBEJIHYEHHIO CpefHel MPONOJIKHTEb-
HOCTH JKH3HH GOJIBHBIX MyKOBHCLMA030M. [lnst PoccHE HECKOJIBKO JIeT Ha3ajl 3TO Ka3aloCh HENOCTHXXHMOH
3ajauel, HO Tenepb GOJIbHbIE MYKOBHCUHMIO030M XXHBYT Ha 10—15 seT poabure, yem B Hayane 90-x rosos.
B sToM HOMepe unTaTesNH HalAyT nepenoByio ctaThbio npod. H.M.Kanpaxosa, B KoTopoit oH AenuTcs onbiToM
opraHusauuy Bcepoccuiickoro LeHTpa JeTel, CTPafaloluX MyKOBHCLHAO30M.

B nocnemHue rombl MOJYYMIH HOBbIH HMMYJbC TeHeTHUECKHe HCCJIEJIOBaHMS, HamnpaBleHHbe Ha
BbISIBJIeHHE HOBBIX BapHaHTOB 3a60/ieBaHHA M co3faHHe 3(P(eKTHBHBIX IeHHO-HH)XEHEpPHBIX METOJOB HX
KoppekuuH. Boaburasi sacayra B sTom npuHamiexut npodeccopam B.C.BapanoBy u T.E.emGuukoit u3
Canxkr-ITerep6ypra, BHECUIHM 3HAYHTEbHbIH BKJIaJ B OMHCAHHE HOBBIX FeHETHUECKHX (DOPM MYKOBHCLH034.
[ToMHMO MOJIEKYJIADHO-TEeHETHYECKOH MMArHOCTHKH MYKOBHCUHMIO3a M €ro pasjuyHbX (opm, Goublioe
BHHMaHHe yJiessieTcs pa3paboTKe KIMHHYECKHX PeKOMEHJAlUMi Mo BelleHHIo GOJIbHbIX KaK B aMOyJ1aTOPHBIX
(momawHuX) yclIOBHSIX, TaK W B CTalHOHape. Brepsble mojHHMaeTcs BOMPOC 06 OKa3aHMM MHTEHCHBHOM
noMol GOJIBHEIM C TSXKEJbIMH JIeroYHbIMH (opMaMu 3a6ojIeBaHHMil, HEeMmoCpe[CTBEeHHBIMH NpHYHHAMH
CMepTH KOTOpLIX 3a4acTyio SIBASIIOTCS HapacTalollas AblXaTesbHas HEJCCTaTOYHOCTb, PELHAMBHPYIOLLHE
MHeBMOTOPAKCH H JIErOYHble KpOBOTeYeHHs. B 3Toit cBA3M XouweTcs MOG/IaroflapuTh HAWMX KoJlIer-
neuaTpOB, KOTOPbIE AeSTCS Ha CTPAHHIAX XKYpHaJla CBOHM OMbITOM OKa3aHHs MOMOLLH AeTSIM, CTPafaloLiM
MYKOBHCLMZO30M M HaXOASLMMCS B KPHUTHUECKHX cocTosHusX. Cpemu mpoGieM, KOTOpble CBSI3aHbl C
MYKOBHCLHA030M, €CTb ¥ MPoGJeMbl MyJIbTHOPraHHOM MaTOJOTHH, B YaCTHOCTH COYETAHHS MYKOBHCIMI03a
¥ GPOHXMAJIBHOM aCTMBI, MyKOBHCIM/I03a H GPOHXOMY/IbMOHAJIBHOTO acnepruiieda (WM Apyrux rpUOKOBBIX
3a60/1eBaHHI OPraHoB AbIXaHHsi). BoJibHEIE MYKOBHCLHMAO30M SBJISIOTCH YHHKAJIBHOM TDYNNON NMAaLMEeHTOB,
KOTOpble Ha MPOTSMKEHWH >KH3HH MHOTOKDATHO, B GOJIBLIMX 033X H OYEeHb JVIHTEJbHO MOJyYyaloT aHTHOGAK-
TepHaJbHble Mpenapathl. XOpOLIHi pe3yJ/IbTaT OT Tepanuu A0CTHraeTcsi MPH KOMIJIEKCHOM BeJIeHHH GOJILHBIX
MYKOBHCLIHIO30M, B YaCTHOCTH NpH Ha3HAUeHHH SH3UMHON 3amecTHTeNbHON Tepanuu. Llnpokoe mpumeHenue
CTaJlH HaXONMTb FeHHO-MH)KeHepHble mpenapaThl ¢ ucnoab3oBaHueM [JHKaawl. OnbiT, HakomieHHBIH B
uentpax Mockss u Cankr-IleTepGypra, CBHAETEJNBCTBYET O TOM, UTO 3TO AeHCTBHTENBHO AOCTATOYHO
3¢ heKTHBHBIA METOM JIeYeHHUSI.

Hrax, 10-neTHuit onbiT Poccuiickolt HauHOHAJIbHOH NMPOrpaMMbl MO MYKOBHCLHAO3Y MOXKHO NpPH3HATh
MOMIOXKUTEbHBIM. BMecTe ¢ TeM nosiBJsioTCS: HOBBle MPOGJIEMb, CBi3aHHBIE B NMEPBYIO Ouepelb ¢ HeoOXo-
JIMMOCTBIO JJa/IbHEHIIIEr0 COBepLIEHCTBOBAHHS AMarHOCTHKM M JieueHHs! GOJIbHBIX MyKOBHMCUMA030M. Bapocibie
nauueHThl, 06bIYHO TaJaHTIMBblE MOJIOJBIE JIIONH, HYXXAAIOTCH B 0CO60H KOMIMJIEKCHOH TaKTHKe BeleHHS.
MeaukaM NMpeCTOUT CeNaTh CJAeAyIOLHi Wwar, KOTOpPblH CBA3aH C BBeJE€HHEM METOJOB FeHHOMH TepanHy
MYKOBHCLIH/I03a H OCYUIECTBJIEHHEM TPAHCIVIAHTALMH JEeTKHX.

T'rasHotil pedaxmop scyprara “ITysomoronrozus”,
axademux PAMH npogh. A.I".Yynwarun




PenakunonHoe npuBeTcTeune

Prof. Gerd Déring (Germany),
President of the European Cystic Fibrosis Society (ECSF)

Ladies and Gentlemen,

I think that I don’t exaggerate too much when I say
that we live in a time of rapid changes. Not only rapid
changes but also fundamental changes. Many of these
changes (but not necessarily all) are positive and CF is
a very illustrative one.

Known for at least 6000 years, CF dreamt the silent
dream of unknown adulthood. Patients died soon after
birth only recognized by their helpless patients to have
salty skins. According to old German folklore a child who
tastes salty on being kissed has a poor prognosis.

The 20-th century brought the breakthrough. Descri-
bed between 1930 and 1940 as a new clinical entity, CF
was recognized more and more in Europe and America.
Using the sweat test, diagnosis was more and more
facilitated, the autosomal recessive inheritance of CF was
established in the 1960-s, the localization of the gene to
chromosome 7 in 1985, and the gene was cloned four
years later.

The genetic revolution resolved the biochemical puz-
zle in 1989 which had led to many intuitive but false
hypotheses, brilliant but completely wrong scientific
papers, great hopes but bitter delusions! Thus, CF was
finally determined as a chlorid channel mutation defect.
This fundamental finding for CF stands like the famous
statue of Peter the Great in this city as a solitair.
Certainly, it will take some time before we have digested

this information and adopted it to reach new horizons for

CF treatment.

The application of modern genetic tools has allowed
to determine the prevalence of CF in Russia more
precisely than before. Unlike in North America or Wes-
tern Europe where we face a prevalence of 1 CF child in
about 2500 births, Russian scientists have determined a
prevalence of 1 CF child in about 12 000 life births.
Future genetic studies will lead to a clearer picture of
the distribution of mutations in the CF gene. The
identification of unknown mutations which account for
about 25% of CF cases in Russia will also be very
valuable for prenatal diagnosis of CF. But first of all we

have to diagnose CF. The classical sweat test is available:

in 50% of 89 geographical regions of Russia. As with
many biochemical tests, reference laboratories are nee-
ded to ensure high quality standards.

Besides the identification of the CF gene, the year
1989 also saw the opening of the first two officially
designated CF centres in Russia, one in Moscow and the
second one here in St.Petersburg. Many other centers
followed and with its 150 Million inhabitants, Russia has
now 26 CF centers. The treatment of this complicated
disease has clear advantages for the CF patient in

specialized centers, where expert teams and expensive
equippment can provide better care than in smaller
private practises. Let us hope that such teams including
besides the clinician trained physiotherapists, dieticians,
specialist nurses, social workers and other experts, will
be established in these centers in Russia in the future.
Clearly, the physician himself cannot fullfill all these
tasks alone in 24 hours! Let us also hope, that the recent
political changes which led to the break of the former
USSR will not impair the dialogue between CF centers
in Russia, the Ukraine, Byelorussia or the Baltic Repub-
lics, to name only a few.

We have to admit that the identification of the CF
gene had no direct impact on the treatment and the
prognosis of CF patients. Rather the fundamental change
in nutrition based on pancreatic enzyme supplementation
together with the antibiotic revolution in the last three
decades has increased life expectancies for CF patients
significantly and enabled CF patients to reach adulthood
where this treatment was applied. Many efforts had been
made in Russia in this direction, and I only want to
mention the close cooperation of the Moscow CF center
with the CF center of Southampton in England and the
Solvay company who have generously supported these
efforts. This has already led to a 50% survival rate of
CF patients in Moscow and St.Petersburg of 23.3 years.
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If antibiotics and pancreatic enzyme supplementation
would be available for all CF patients in Russia, a similar
life expectancy will result also in this country.

All drugs have their price. The cost of appropriate
treatment per patient for one year in Russia is approx-
imately 7000 USD. And this figure may increase with
the use of other, more expensive antibiotics to approx-
imately 17 000 USD. It is good news that in Moscow
CF patients can receive their drugs free of cost since
1999. However, such help is not offered in every part of
the country and strong efforts have to be taken to
improve the situation where it needs improvement. But,
besides the financial aspect, particularly with antibiotics
we have to pay another price. Bacteria get resistant to
every antibiotic and sooner or later we have to change
our antibiotic strategy.

Education of the various aspects of CF to the young
clinicians in other parts of the country is mandatory.
National and international symposia or congresses devo-
ted to CF are valuable strategies to distribute and
increase the knowledge about CF in distant parts of the
country. The 5-th CF Symposium which starts today
together with the 10-th National Congress of lung
diseases here in St.Petersburg is an optimal occasion to
learn from the many experts who have come here all
about CF, to make new friends and to plan future
scientific cooperations. Research is needed to investigate
host-parasite interactions and many other aspects of the
multifactorial CF pathogenesis. We have to move, to
change, to modify, to create new concepts. Research is
in the air and we all sense it with our hearts. Let’s start
together into this new era!

Dr. Chris Rolles (UK),
Southampton General Hospitals, Southampton

Professor Kapranov and his team are to be congratu-
lated for the wonderful development of the cystic fibrosis
service in Moscow over the last 10 years.

When Professor Kapranov started the service he
encountered a great many obstacles both political and
financial. He had a very loyal team who stayed with him
and supported him during those difficult times. At first
he needed to find a base in which the cystic fibrosis
service could run. Eventually his persistence paid off and
he was provided with accommodation for both the staff
and the patients at the Republican Children’s Hospital.
In spite of having very few links with any other centre
of expertise the clinic developed and patients from the
whole of the country were seen, diagnosed and cared for
as well as those from Moscow.

In 1993 a British based charity (International Integra-
ted Health Association IIHA) made contact and was able
to initiate a very productive collaborative programme
which still continues.

Initially the collaborative programme was based on a
“twinning” with the cystic fibrosis centre in Southamp-
ton which was of comparative size in terms of patients.
It was immediately recognised that cystic fibrosis care
in the UK could not be absolutely paralleled in Russia
because of the sheer resource implications. For example
in the UK at that time the average patient with cystic
fibrosis cost the National Health Services about 15 000 USD
per year. That type of resource would not be available in
Russia and would not even be appropriate in the Russian
setting. With the help of a pharmaceutical company
(Solvay) a project was set up to see whether a much
smaller investment in Moscow could produce results that
might at least be comparable. The end point in a 4 year
project was to prove that perhaps 90% of the benefit
seen in the UK could be obtained in Russia with less than
10% of the resources. This was not only extremely good

news in the Russian setting but was also very important
information in the UK where it was recognised that a lot
of the additional expenditure was probably unnecessary.
The results of that collaborative study have now been
published. The essence of the modified clinical approach
was based on the knowledge that the Moscow team had
good training and expertise and that the British team
had practical experience in the running of a clinical
service.
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One of the first changes in Moscow was the develop-
ment of an outpatient service. This meant that children
were not only seen when they were ill (and were usually
admitted to hospital) but children were seen when they
were well in order to keep them well and keep them out
of hospital. At regular outpatient visits children were
carefully weighed and measured and this data was
carefully recorded on individual growth charts. With a
condition such as cystic fibrosis it is very easy to see
quickly if something is going wrong, perhaps before the
patients or the parents are aware of this. As a result,
children’s’ use of hospital inpatient facilities was drasti-
cally reduced. There was, therefore, a change in the
whole way in which the doctors worked. They now saw
more children, but in an ambulatory context, and the
number of beds occupied by children in the hospital was
reduced from about 30 beds at any one time down to as
few as 4 or 6.

An unexpected complication of this improvement
centered on the fact that funding was based on bed
occupancy. At first sight there could be a great reduction
in the budget although the service required the same
budget in order to run an outpatient or ambulatory
service. These issues were to some degree overcome.

Twinning involved virtually all the staff of the cystic
fibrosis service in Moscow. Doctors, nurses, laboratory
staff and clerical staff all had the opportunity to visit the
clinic in Southampton and conversely the Southampton
staff, including medical, paramedical and secretarial staff,
visited Moscow. Throughout the exchange process staff
stayed with local families in order to get to know them
as people and understand their lifestyles and the prob-
lems and benefits of living in each country. This was
seen as much more beneficial than for example the
expensive use of limited resources simply to attend
conferences.

One example of such an exchange was that involving

the secretary for the CF Service in Southampton, who

had a great deal of experience in the way in which notes
could be set out and filed and records of phone numbers
and important contacts could be held. This secretary
exchanged with her counterpart in Moscow and they
were able to discuss the ways in which the traditional
Russian handling of patients did not always make quick
access to data easy. Simply using a Western style filing
system with growth charts enormously improved com-
munication and continuity of record keeping. The cost of
this was within 1 USD per patient.

It may come as a surprise to outside observers that
as a result of this collaboration the cost of antibiotics for
cystic fibrosis care in Moscow has actually gone down
while the growth and development of the children has
improved to the point where the height and weight and
wellbeing of the Moscow cystic fibrosis children closely
matches those of children with CF in the UK. Most of
the children are now attending school and because the
children are well enough the mothers are often able to
go back to work which was not the case in the early
development of the services. Some children are having
home IV therapy supervised by the specialist CF nurse.

Although detailed calculations have not been made it
is recognised in the west that patients with cystic fibrosis
do not usually die in childhood. Given the improved well
being of Russian children with CF it is probably also the
case now that a newly diagnosed patient, with good care,
will probably live into early or middle adult life.

The Moscow CF Team involves hospital medical staff
as well as academic university staff and research is an
essential part of the enthusiastic combined service. Many
projects have been carried out and many are in progress.
Presentations at national and international conferences
are now routine.

As the cystic fibrosis team in Moscow has consolida-
ted its service it has also been able to improve other
aspects of the well being of children in hospital. They
have a beautiful brightly coloured ward with pictures and
toys and an atmosphere where children are happy and
their parents feel confident. Not only has this transfor-
mation occurred locally in the Republican Hospital but
also it has now spread to the emerging cystic fibrosis
clinics in over 20 other cities throughout Russia

The Russian- Southampton CF collaboration has trig-
gered twinning between other paediatric departments in
Moscow and Southampton notably between the surgical
and diabetic departments. Other CF twinnings on a
smaller scale have been set up between Omsk and
Novosibersk and Poole and Portsmouth in the UK. In
addition Southampton has effectively used the same
model in Albania and India.

Professor Kapranov and his dedicated team should be
very proud of the success of their service. The struggle of
the early years has paid off abundantly. They now have an
internationally recognized service of excellence which is of
benefit to children with cystic fibrosis throughout Russia
and provides a model of good childcare which could
provide lessons for any developing paediatric service.
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H.U.Kanpanos

VYCIIEXY Y1 TIPOBJIEMbBI B TMATHOCTUKE 1 TEYEHUHA
MYKOBHUCIITI03A B POCCUH
(10-netre PoccHIiCKOTO IIeHTPa MyKOBHCIMI032)

Meauko-reHeTHaecKuit HaydHsiil ientp PAMH, Mocksa

Myxkopucuuaos (MB) — yactoe MOHOreHHoe 3aboiie-
BaHHe, 0GYCJIOBJIEHHOE MyTal{ed reHa TpaHCMeMOpaHHOro
peryasitopa MB (MBTP), xapakrepusyioleecst opaxe-
HHEM 9K30KPHHHBIX JKeJle3 JKH3HEHHO BaXKHbIX OpraHoB
M CHCTEM M HMelollee OOBIYHO TsKejloe TeYeHHe H
TPOTHO3.

B pasBuUTBIX CTpaHax B MOCJEJHHE FOAbl OTMEYaeTCs
pocT yHciia 6oJbHBIX MB 1moapocTKOBOro, I0HOLIECKOTro
BO3DACTa H B3POCJIbIX, YTO CBHAETENLCTBYET O MOCTENeHHOM
ero TpaHcopmali H3 6esycsoBHO (haTanbHOro sadose-
BaHMSl JIETCKOTO BO3pacTa B XPOHHYECKYIO MaTOJIOTHIO
B3POCIIbIX.

MB siBiIsteTcs BaXKHOH MEIHKO-COLHANbHOM MPoBeMoH,
YTO CBfI3aHO C GOJILLIUMH MOPAJIbHEIMH, (PH3HUECKHMH H
MaTepHaJbHBIMH 3aTPAaTaMH CeMbH, OPraHOB 3paBOOXpa-
HeHHs! ¥ OOIIEeCTBA B LEJIOM Ha AMArHOCTHKY, JIeUeHHe,
peabUJMTALMIO H COLMAJbHYIO ajanTauuio GoibHbIX. B
Poccuu y Goutblieit yacti 6onbHeIX MB He uarHocTupyercst
HJIH IMarHOCTHPYETCsl MO3JAHO, HEPEAKO B 3amylIeHHOH
cTaguu 3abosieBaHHs. B Hauel cTpaHe YHMCJO AHAarHoc-
THpOBaHHBIX GosbHEIX MB He mnpesnimaer 1:100 000
HaceJIeHHsl, TOrJia KaK B HHAYCTPHAJIbHO Pa3BHTHIX CTpa-
nax Esponsl — 7:100 000, a 8 CIIIA — 8:100 000; npu
3TOM YHCJIO GOJIBHBIX, NEepeXXHBaloKX Bo3pacT 18 Jer,
B Poccun, He npessiaer 7%, B pasBUTHIX CTpaHax —
20%, a B CILIA — 32%.

MB — 3t0 npobJsiema, KoTopasi B IOCJEAHHE TOMbI
HaxonuT pelueHre B PP He TONbKO B paHHEH AMAarHOCTHKe,
JIeYeHHH, peabUIUTALKHH, HO U B HAYYHOM, y4eOHO-MeTo-
JIMYECKOM M OpraHH3allHOHHOM acleKTax.

B 1996 r. Hamu cosmectHo ¢ H.B.[lempogoii Gbuiu
NpoBe/ieHs! CleUUabHble HeCaeloBanks 1o yactote MB
B PoccHM M YCTaHOBJIEHO, YTO 3TO TsXKeJjoe 3abosieBaHHe
BeTpeyaercsi B PP 3HauMTeNbHO pexe, ueM B CTpaHax
3anaguoit Esponsl u Ceseproit Amepuky (1:12 300 Hoso-
POXKIEHHBIX).

Ten MBTP 6l usosupoBas B 1989 r. On comepXut
27 sk3oHoB, oxBarbiBaeT 250 000 map HyKJIEOTHAOB H
PAcIO/IOXKEH B CepeliHe JUIMHHOTO MJieya 7-# XpOMOCOMBL.
Ha ceropusiuisuit jeHb BeiesieHo Gosee 1000 myTaumi
reHa, OTBETCTBEHHBIX 3a pa3BuTHe cumntomoB MB. I1po-

BepeHHble B 1999—2000 rr. MyJibTHUEHTPOBLIE HCCJIE[0-
BaHHsl C ydacTHeM oTeuecTBeHHBIX yueHbsx (H.H.Kanpa-
nos, E.K.IT'unmep, B.C.Bapanos) oxsatuian 17 cTpan
LlenTpanbHoit 1 Bocrounoi EBpombl, Bkioyas Poccuio.
B pesysbTaTe 3THX HCCJIEIOBAHHH MpPeJIOXKeH CIHCOK H3
33 Ma)XKOpHBIX MyTaLMH, XapaKTepHbIX JUIS 3THX CTpaH.
Cpenu HEX HanGoJee yacTo BeTpevaiotes B Pocenn: AF508
(53,0%), CFTRdele 2,3 (21kb) (6,4%), N1303K (2,6 %),
2184insA (1,8%), 2143AT (1,8%), W1282X (1,9%),
G542X (2,0%), 3849+10kbC—T (1,9%), R334W (0,7%),
S1196X (0,7%). IMporpecc B reneTke MB oueHb BaxeH
He TOJNBKO B IEpPCNeKTHBE €ro reHHOH TepamHuu, HO H
BO3MOXXHOCTH TMEPBHYHOH NPOGUIAKTHKH, T.e. INpeny-
NpeXaeHusl poxaeHus: GonbHoro MB B mepcrneKkTHBHBIX
¥ MH(OPMATHBHBIX CEMbSX, YTO B HacTosllee BpeMs
MOXeT OHTb rapaHTupoBaHo B HuX B 100%- ciyuaes.
AddextuHas poponosasi JIHK-auarsoctHka ocyiect-
pasietcss B Mocke, Cankr-ITerepOypre. Kpome Toro,
6esycaoBHo, JIHK-o6ciienoBanne nomoraet B AudhepeH-
IMaJIbHOM IMAarHOCTHKE CJOXHBIX hopm MB.
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Puc.1. Kaprta pernoHanbHbix UEHTPOB NO AMArHOCTUKM U NIEYEHUIO MYKO-
BUCUMAO3A.
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HayuHble HccliefioBaHHS TpecyeayloT Lejb H3y4YeHHS
KOppeJsitiu reHoTtun / eHotun. B psme pabor 6buIO
MOKa3aHo, YTO HauboJlee TsKesasi i paHHSAS MaHHbecTalus
Habmmopaetcst y 6osbHbIX romosurot no AF508 (uacrora
KoTopoii B cpepHem no Poccuu cocrasaser 53%, a B
Mockse — 41%). BonbHEle — TOMO3SHIOTH MO OTCYT-
ctBuio AF508 — oTuiyaloTest HaHGOJBIIHM KIMHHYECKHM
NOJIMMOP(HH3MOM, T.e. HapsIAy C TSKeJNbIMH (hOpMaMH,
paHHel MaHH(ecTauuel W PaHHHM HeGJaronpHATHHIM
HCXOJIOM HaOJII0falOTCs OTHOCHTEJBHO OJIaronpHsATHbIE
¢opmbl GoJIe3HH, AHaTHOCTHPYEMbIE B CTaplUeM AeTCKOM
H MOAPOCTKOBOM BO3pacTax.

B 1998 r. HayaTa H OTHOCHTEJIBHO YCIEIUHO IPOBOIKTCS
(cmepxuBaer ¢uHaHCOBas CTOpPOHa) paGoTa MO TFeHHOI
HHXeHepHH MB coBMeCTHOH IpyNmoil y4eHbX H CIelH-
amicroB Mocksel U CankTt-IleTepGypra.

3a nocsieiH{e rofibl MpH aKTHBHOM y4acTuu Poccuiic-
Koro ueHTpa MB cospaHa ceTb M3 26 peruoHajJbHBIX
LIEHTPOB 10 AHArHOCTHKe M JeuyeHHlo MB He TosibKO B
Esponefickoit yactu Poccun, Ho u B Cubupu (Hosocu-
oupck, Omck, Mpkytek u np.) ¥ Ha JlaasHem BocToke
(BnagusocTok) (prc.1). CoBepieHCTBOBaHHE IHATHOCTHKH
H JieueOHO-peabHIMTAllHOHHBIX MEPOTIPUATHI NIPHBEJIO K
TOMY, 4TO onpefeJeHHass yacTb (Gosee 150 GosibHBIX)
NalMeHTOB CTaJH B3POCIBIMH. DTH GOJIbHBIE NIEPEAAIOTCS
B Mockse B uentp npu HUU nynemonomorun M3 PO
(pykoBomutens — akan. PAMH A.I Uyuanun). Cotpyn-
HHKH Poccuiickoro ueHtpa peryaspHo, 1—2 pasa B
Mecsill, BbIe3XKaloT B PerHOHAJbHbIE LEHTPhl JJIs YTEHHS
JIEKLHH, IPOBEJIEeHHs] CEMHHAPOB, a TAKXX€e KOHCYJIbTalHH
GoabHEIX ¢ MB H ¢ nonospenuem Ha MB. B pamkax stux
BCTPeY NPOBOAATCSH pabouHe COBELaHHsI C ry6epHaTOpaMH,
M3paMH M MEeIHMUMHCKOH OOLIeCTBEHHOCTBIO C ILEJbIO
TMOJIEPXKKH PabOThl PErHOHANbHBIX LEHTPOB, a TaKXke
YCKOPEHHS pelleHHs Bonpoca 0 GecryiaTHOM o6ecrneyeHu
60sbHEIX MB XH3HEHHO Ba)XHBIMM MeIHKaMEHTaMH.

CoTpynHHKH perHoHajbHbIX (MeXperHoHaNbHBIX) LieH-

TPOB IpHIJALIaloTCs Ha paboure Mecta B PoccHicKui’

LEHTp, a TaKXKe Ha CHMIIO3HYMBI, KOH(EPEHLIMH 110 aKTyaJlb-
HeIM Tpo6iaemam MB. B pa6orte 5-ro Haumonambroro
KoHrpecca nno MB, B pamkax 10-ro koHrpecca 1o sa6oue-
BaHHSAM OpraHoB ApixaHusi (Hosi6ps, 2000 r., Cankr-ITerep-
Oypr) npuHsIM yuacTye Gosee 150 Bpaueii H CreHaIuCTOB
u3 23 peruoHoB Poccuu.

Cuieftyer oTMETHTB, 4TO paboTa CYIECTBYIOIUMX LIEHTPOB
TNIPOBOIMTCS TIPH aKTHBHOM COTPYAHHYECTBE OGIIECTBEHHBIX
opraHusauui (accouuaumii), poxuresei fereii, GOMbHBIX
MB, u B3poc/bIX GOJNBHEIX 3THM 3a60JIeBaHHEM, YHCJIO
KOTOPHIX pacTeT W3 rofa B rofi, 6Jarofapsi yJaydueHHIo
AMarHOCTHKH, a TaKXe NMOCTOAHHOMY COBEpILIEHCTBOBAHHIO
JieyeOHO-peabHIMTallHOHHBIX PEXXHMOB.

3a nocsepnue 10 ser coTpymHukamu Poccuiickoro
uentpa MB u PIIKB ony6aukoBanbl Gosee 200 HayuHBIX
paboT, B TOM YHCJIE H 32 Dy6eXXoM, BBITYLIEHB! MOHOTrpadHsl,
4 MeTo;MYEeCKHX PEKOMEHJAUMH H MOCOGHH st Bpayeil
¥ POJIUTEJIeH; 3allMILEeHbl 3 JOKTOPCKHX U 12 KaHAHAaTCKHUX
AuccepTauMi MOJ PYKOBOACTBOM COTPYAHHKOB LEHTpa.

Kak ykaswiBasioch BbIlle, MOATOTOBJEHA H Npe/CTaBleHa
B M3 P® “Haumonanbhas nporpamma no MB”, npecie-

Aylolasi Lejib COBEpIIeHCTBOBAHHE AWATHOCTHKH 3TOrO
3a60JIeBaHHsl, JIeYeHHsT M NMPO(DHUIAKTHKH Ha MeCTax.

Kpome Toro, paspa6oTtansl “CranfapTsl” JHarHOCTHKH,
JIeYeHHsl, peabWJIMTALWH JIsi pPErHoHaJbHBIX LEHTPOB
MB, onoGpeHHble paGoueii Tpymmod OTeYECTBEHHBIX H
3apy6exXHBIX KcnepToB B okTs6pe 1998 r.

Jleuenne, peaGHIHTALHS U MEMKO-COLMAIbHAS alallTa-
uus 6obHEIX MB siBJIsleTCst BaXKHOM 3aja4yeit pakTHyec-
Koro 3apaBooxpaHeHus. JletH, GosbHeie MB, sBasioTcs
MHBAMIAMH C POXJAEHHS M HYXJAIOTCS B MOCTOSIHHOM
oreKe CO CTOPOHBI Bpauel W pOAMTENEH.

B crpanax 3ananuoit EBponet u CLIIA Bpaus 10CTHIIH
3HAYHTEJbHBIX YCIIeX0B B JieyeHHH MB 6i1aropapst panHeMy
JMarHOCTHPOBAHHIO H Hayally MOJNHOLEHHOH Tepanuu. MB,
KaK HHKaKoe Jpyroe reHeTHYecKoe 3aboJIeBaHKe, ONAETC s
MeJHKaMEeHTO3HOH KOpPpPEeKIMH.

Pannue JieroyHsle H3MeHEHHsI OOGBIUHO MOSIBJASIOTCS
nocie 5—7 HeJl XH3HH peGeHKa B BHJe THNEPTPOPHH
OpOHXHAJIbHBIX CJHM3HCTHIX JKeJle3 W THIepIia3ii 60Kallo-
BHJIHBIX KJIeTOK. Pe3ysbTaToM 3THX paHHMX H3MEHEeHHH
ABJIsIeTC 0OTYpalKst TepH(PEPHUECKHX JBIXATEIbHBIX My TEH.
Bsisku#i 6pOHXHANbHBEIH CEKPET, MPeACTABAAIOIINE COB0H
OYeHb KOHLEHTPHPOBAHHBIH NepeHachIeHHBIH pacTBOp,
TOPMO3HUT JBHXKEHHE PECHHYEK SMHUTEJHSI GPOHXOB, a ero
KOMIIOHEHTBI JIETKO BHIMAfaloT B ocafok. B pesyibrate
HapylaeTcsi MeXaHH3M CaMOOYHIUEHHSI GPOHXOB, 4YTO
CrOCO6CTBYeT POCTY MATOreHHOH (JIOPH M Pa3BHUTHIO
BOCMa/ieHusl, 6pOHXHONUTA U OpoHXHTA. B TeueHue 1-ro
rofia XKM3HH MJIM TO3/IHe., YacTO IoC/Ie BUPYCHOH HHAEKIMH,
CHHXKaomeH 3()(EeKTHBHOCTb JIOKaJbHEIX MEXaHH3MOB
NPOTHBOMHKPOGHOH 3alllUThi, B HHXKHHE OTHEJHl pecrHpa-
TOPHOTO TPaKTa MPOHHKAeT 60JIbIIOe KOJIHYECTBO Pas/ny-
HBIX MaTOreHHBIX MHKpoopraHHamoB. Hau6osee pacrpo-
CTpaHeHHHIMH sBAsIOTCH Staphilococcus aureus (St.
aur.), Haemophileus influenzae (H. infl.) u Pseudomonas
aeruginosa (Ps. aer.) — MyKOMIHBIA H HEMYKOHIHbIH
wrammbl. B nocnesnee Bpemst Bospocsa posb Burkhol-
deria cepacia (B. cep.), XapakTepusyomascs NOJHPesHC-
TEHTHOCTBIO K aHTHOHOTHKAM.

Bocnasienyie npHBOAKT B CBOIO OYEPE/ib K OTEKY CIH3HCTOH,
BTOPHYHOMY OpOHXOCNasMy H YMEHBLIEHHIO MpOCBeTa
OpOHXOB, a TaKXe K YBEJHYEHHIO NPOAYKUHMH BSI3KOTO
GpOHXHA/ILHOTO CeKpeTa, KOTOPhIM HaKAIJIMBAeTCs BCJEN-
CTBHE 3aMEJI/IEHHOT0 OTTOKA H BBI3BIBAET 3aKYIOPKY GPOHXOB
CJ/IHSHCTO-THOMHBIMH Npo6Kkamu. Takum o6pasoM, MyKOIH-
JIHAPHBIH KIHPEHC MPOTPECCHBHO YXYALIAETCS W BO3HH-
KaeT “OopOYHbIH Kpyr” GPOHXHANbHOH o6cTpyKumH. I1pu
OTCYTCTBHH aJIEKBaTHOH TepanuH y GOJIBHBIX pa3BHBaeTcCst
XPOHHYECKHH C YAaCTHIMH PeLMAHBAMH GPOHXOJIEroyHbIH
NpOLECC C IMOCTENeHHBIM pa3BUTHEM JbIXaTeJbHOH H
Cep/IeYHOH HeJlocTaTOuHOCTH. Bes sieueHus: npomomxu-
TEJBHOCTh JXKH3HH GOJBHBIX C JIETOYHBHIM CEpALEM He
NpeBHILIaeT 2 JeT.

Jleuenue 60/bHBEIX MB npeanoyTHTeNbHO MPOBOMHTH
B CleLHaIH3HPOBAHHBIX LIEHTPAX, Iie paboTaloT ONBITHHIE
MeIuUMHCKHe paboTHHKH. Tepanns MB He orpaHnyuBaetcs
paMKaMH MeIHKaMeHTO3HOTo JiedeHHs: 6obHBEIM MB Tpe-
GyeTcst KOMIUIEKCHast MEIWLIMHCKAS! TIOMOLLb [IPH AKTHBHOM
y4acTHH He TOJIbKO Bpayel, HO H MENMLHMHCKHX cecTep,
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Bpems, Mec
p<0,001 p<0,05
[] Mocksa CayTreMnToH

Puc.2. CpaBHeHue BECOPOCTOBLIX Nokasartenei 60nbHbIX MyKOBUCUMA030M
nereir ua Mockesl u Caytremntona (BenukoGpuranusa) Ha ¢doHe npuema
npenapara KPEOH.

JIHETOJIOrOB, (pH3HOTEpPaNeBTOB, NCHXOJOIOB U COLUA/b-
HBIX paOOTHHKOB.

OcHOBO¥ TepamnuH SBJSIOTCS B HACTOSIIIEE BpeMsT MUK-
pocepruecKre NMaHKpeaTHUYeCKHe (hepMEHTHI, MO3BOJISIO-
1LIHe CKOPPEKTHPOBATh HMeloLHiics y 6ombHEIX MB cuaipom
ManbabcopOLMH ¥ HOpPMalM30BaTh (PHU3HYECKHH CTaTyc
(puc.2). Kypchl aHTHOaKTepHaIbHOM Tepanii Ha3HAYaIoTCs
peryJsipHo Ajisi 60pbObl ¢ OPOHXOJIErOYHOM HH(eKUueH.
AHTHOHOTHKH BBIOHPAIOTCS B 3aBHCHMOCTH OT KOHKPETHBIX
MPHYHHHO-3HAYUMBIX BO3OyauTeNeH HH(EKIHH, Onpeaes-
eMBbIX ITyTeM aHaJIi3a MUKPOOHOrO Iel3aXka 6pOHXHAILHOrO
cekpera GosbHoro (taba.l,2).

B Hawe# KJIMHHKeE B TeUeHHeE MOCIEHHX 2 JIET YCHELIHO
npumeHsuics npenapar “Uedenum” (Makcunum) GpupMel
“Bristol-Myers Squibb” (CIIIA) — aHTHOHOTHK U3 IPYIIIILI
nedanocnopuoB IV moxomnenus. Ero nmpumensim y 23
(39 xypcoB) 6oabrbix (B Bospacte oT 4 no 14 zer) c
XPOHHYECKOH KOJIOHH3AaLHeH CHHETHOWHOH MaJIouKH H

Tabnuuya 1

AHTUOMOTUKM, NPUMEHsieMble Y G0oMbHbIX MYKOBMCLMA030M NPy BbiceBe U3 6poHxuanbHoro cekpera St.aureus u H.influenzae

AHTUOMOTUK | Josa ana pereid, cyr Jlo3a ans 83pOCALIX, CYT MNyTb BBEACHURA “Yucno npuemoe B AeHb
Mpodunakrnyecku Unu Npu HeTsXXenoMm obocTpeHnyu GPOHXONEeroYHoro npouecca
Amoxicillin 50—100 mr/xr 1r 4 pasa BHyTpb 3—4 paza
Azitromycin Bonbwe 6 mec — 10 mr/kr 500 mr 1 pas B —— 1 pas 3—5 axen
156—25 kr — 200 mr TeyeHue 3 gHen
26—35 kr — 300 mr
36—45 kr — 400 mr
Cefaclor Jo 1 roga — 125 mr 3 pasa 500 mr 3 pasa —"— 3 pasa
1—7netr — 250 mr 3 pasa
Bonbwe 7 net — 500 mr 3 pasa
Cefixime 6 mec — 1 rog — 75 mr 400 mr B AeHb —"— 1—2 pasa
1—4 ropa —100 mr
5—10 netr — 200 mr
11—12 net — 300 mr
Claritromycin MeHblue 8 kr — 7,5 Mr 2 pasa 500 mr 2 pasa —"— 2 pasa
1—2r — 62,5 mMr 2 pasa
3—6 net — 125 mr 2 pasa
7—9 ner — 187,5 mr 2 pasa
Bonbwe 10 net — 250 mr 2 pasa
Clindamycin 20—30 Mr/kr B CyTKu 600 Mr 4 pasa —"— 3—4 pasa
Co-trimoxazole 6 Hepg, — 5 mec — 120 mr 2 pasa 960 mr 2 pasa —"— 2 pasa
6 mec — 5 net — 240 mr 2 pasa
6—12 net — 480 mr 2 pasa
Mpwu Tsxenon nHdekunm BO3MOXHO
ysenuyeHue no3bl Ha 50%
Erytromycin 30—50 mr/kr 1r2pa3sa =" 2—4 pasa
Oxacillin 100 mr/kr 2 r 3—4 pasa —"— 4 pasa
Flucloxacillin 50—100 mr/kr 1r4pasa —"— 3—4 pasa
Rifampicin 10—20 0,6—1,2r B AeHb B —"— 1—2 pasa
2—4 npuema
Sodium Fusidat 40—60 mr/kr 0,75 r 3 pasa —"— 3 pasa
Mpu Tsxenom obocTpeHnn GPOHXONEro4yHOro npouecca
Flucloxacillin 100 mr/kr 1—2r 4 pasa BHyTpuBEHHO 3—4 pasa
Ceftriaxone 50—80 mr/kr 4 r B peHb BHYTPUMBbILLEYHO 1—2 pasa
LledanocnopuHoBbie aHTUGUOTUKU 1—2-r0 NOKONEeHUs
A1 BHYTPUMBILIEYHOrOo U BHYTPMBEHHOrO BBEEHUS B MaKCMMaJbHbIX BO3PaCTHLIX [03aX
Vancomycin 40 mr/xr B 4 BBEAEHUA 1r2pa3sa BHyTprBeHHO 2—4 pasa
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Tabnunuya 2

AHTUGMOTUKM, NPUMEHsieMble Y GONbHBIX MYKOBUCLMA030M Npy BbiceBe U3 GpoHXuansHoro cekpeta P.aeruginosa

AHTHBMOTHK Josa ana peren, cyr | Jlo3a ansa 83pocnbix, CyT Myre ssenexmnsn Yucno npuemos B AeHbL
Amikacin 30—35 mr/kr 350—450 mr 2 pasza B/s 2—3
KoHueHTpauus B cbiBopoTke KpoBu Yepea 1 4 nocne BBeaeHus He Gonee 30 MKr/Mn

Gentamicin 8—12 mr/kr 10 mr/kr B/B 1—2—-3
Tobramycin KoHueHTpaums B cbiBopoTKe KpoBw Yepes 1 yac nocne seeaeHus 3—4 no3bl He Gonee 10—12 MKr/Mn
Ciprofloxacin 15—40 mr/kr 1,5—2r BHyTpb 2

10 mr/kr 400 mr 2 pasa B AeHb B/B 2
Ceftazidime 150—300 mr/kr B aeHb 6—9r B/s 2—3
Cefepime 150 mr/kr 6r B/s 3
Piperacillin 200—300 mr/kr 12—16r B/s 3
Piperacillin/Tazobactam B/s
Ticarcillin 200—400 mr/kr 12—16r B/s 4
Azlocillin 300 mr/kr 15r B/s 3—4
Carbenicillin 500 mr/kr B/s 4
Aztreonam 150—250 mr/kr 8 r/cyT B/s 4
Imipenem 50—75 mr/kr 2—4 r/cyr B/s 3—4
Meropenem 60—120 mr/kr 3—6 r/cyr B/s 3
Colomycin 50 Tbic EQ/Kr 2 mnH E[] 3 pasa B/B 3

MpumMeyaHue. B/B— BHYTPUBEHHO.

TSXKEJNbIM H CPeAHeTsDKeNbM TedeHHeM MB B nmepuons!
0GoCTpeHHH GPOHXOJIEroYHoro mpouecca. MakcHIUM MpH-
MEHSJIE KaK B MOHOTepanHH, Tak H B KOMOWHAUMH C
AMHHOIVIHKO3HJaMH. ¥ BceX GOJIbHBIX, B TOM YHCJE H Y
12 6obHBIX NPH MOBTOPHBIX Kypeax, MOJYYeH OTYETIHBHIH
KJIMHHYECKHH 3(dexT yxe Ha 5—6-H JileHb OT Hayaja
TepaniH B BHAE YJy4YlleHHS (YHKUHOHANBHEIX MHpo6
(PBJI, TIPM, carypauusi KHCIOPOAA) M KIHHUYECKHX
NoKasareJiel: TeMnepaTypHasi peakiusi, OfbllIKa, XapaK-
Tep Kallisi  MOKPOTHI, (PH3HKaJIbHbIE JaHHbIE, IHHAMHKA
BECOPOCTOBOTO HHJEKCa H [p.

[Ipenapar “Meponem” (Meponenem) ¢pupmu “Astra-
Zeneca” (BennkoGpuTanHs) 3apeKoMeHA0BaJ ce6si Kak
HOBBIH BBICOKOAKTHBHBIH AHTHOHOTHK H NPHMEHSJICS Y
TsKeqbIX 60bHbIX (PIKEJI<40% ) u B cayyasx Heapdek-
THBHOCTH TPaJMUMOHHBIX aHTHOHOTHKOB B KayecTBe MO-
HoTepanuu. MepoHeM BBOIHJIM B pa3oBoii noze 20—40
Mr/Kr B 3 pasa BHYTPHBEHHO KaneJbHo. Bhio npoBesieHo
26 KkypcoB y 22 GosbHBIX B BospacTe oT 6 1o 16 qet. [Tpu
STOM He ObIJIO BHISIBJIEHO MOGOYHBIX 3()(EKTOB HIH CTy4YaeB
HENepeHOCHMOCTH Ipenapara. ¥ BceX AeTell oTMeYeHbl
yayuueHHe (PH3HKaIbHON KapTHHEI B JIETKHX, KyIHpOBaHHe
CHMIITOMOB HHTOKCHKALIMH, JOCTOBEPHOE MOBLILIEHHE MO-
KasareJiedl yHKUHH BHELIHero AbiXxaHus (Kak o6GbeMHbIX,
TaK W CKOPOCTHBIX) B cpefiHeM Ha 15%6% 0T HCXOmHBIX
uuop.

Hast ob6sieruenns aBaKyalnH U3 JIETKHX TYCTOro BSI3KOro
CeKpeTa B MojaBJisiiollieM GOJIbIIMHCTBE perHoHoB Poccuu
NPUMEHSIOTCS OOBIUHBIE MYKOJIMTHYECKHE cpefcTBa (ale-
THALMCTeHH, 1—3% pacTBop noBapeHHOI CoMH, aMGPOK-
COJITHAPOXJIOPHL M JIP.), KOTOpbie, OfHAKO, He MOKa3aJH
BBICOKOH 3()()eKTHBHOCTH B Pa3KHIKEHHH MOKPOTHL.

Ha Poccuiickom peiike 2 rona Hasaj NOSIBHJCS NPHH-
UHITHAJILHO HOBBIH, He HMEIONIHE aHAJIOroB, MYKOJIHTHYECKHIT
npenapat “ITysbMosum” (peKoMGMHAHTHASI YesioBeYecKast
JHKaza), KoTOpbIit 1aeT BbIpaXKeHHBIH MYKOMHTHYECKHI 1
NPOTHBOBOCNIANHTE/bHBIA 3 dekT. Hamu kauHuKoDyHK-
LHOHaJIbHBle Hab/moieHHs 3a 60 GOJIbHBIMH, MOMyYaIONIH-
MH MyJIbMO3HM, J0Ka3aJiH ero BBICOKYIO 3()(heKTHBHOCTS.
Y Hux cHusunach (Ha 29%) uactoTa pecnMpaTOpHBIX
SMH30/10B, YMEHBLUIHJIHCh TSXKECTh TeUEHHsT GPOHXOJErOUHBIX
00GOCTpeHHH, 4acToTa M AJUTENbHOCTb FOCIHTANM3ALHE
H KYPCOB aHTHOaKTepHaNbHOH Tepanuu. OTMeUeHO KJIH-
HHYECKH 3HaYHMOe yBeJIMYeHHe BeCOPOCTOBOro HHAeKca
Ha 7%, yaydwenue nokasareneii GXKEJ u ODB; Ha 4
H 3% COOTBETCTBEHHO, TIPH HX €3KETONHOM ECTECTBEHHOM
cHWXeHHH Ha 4—6%. Ha ¢one Tepanuu MyJIbMO3HMOM
CHH3HJIaCh CTeNneHb OGCeMeHeHMst MOKPOTH Sf.aur. W
P.aerug.

B 1998 r. B Mockse npukasom Ne 636 or 03.12.1998
r. “O6 obecreyeHHH JIeKapCTBEHHBIMH CPEICTBAMH JeTell,
GONHBIX MYKOBHCLHIO30M, H HX PEaGHJMTAlHH B YCJIO-
BHAX JI€TCKHX TFOPOJICKHX MOJHUKJIHHHK” Obljla BBEleHa B
JIeHCTBHE NporpaMma 1o peabHJIHTALHH 1 JIEKapCTBEHHOMY
obecneyennio GoubHpIx MB. Ha ocHoBaHMM 3TOr0 nprKasa
99 GombHBIX MOCKBBEI MOMYYAIOT MO GECMAATHHIM peuern-
TaM JKU3HEHHO HEOOXOAMMbIE JIeKaPCTBEHHbIE MPEnapaThl:
AHTHOHOTHKH, MYKOJIMTHKH, MHKpoChepuueckue qepMeHTs!
TNOJKEJYIOYHOH KeJle3bl, FelaToNpOTeKTOPhI, BATAMUHBI,

Jetr HaxonATCs Ha aKTHBHOM JMCIIAHCEPHOM HabJio-
AeHuu: 4 pasa B rOJ ‘NPOBONATCS IJIAHOBBIE OCMOTPHI
GOJIBHBIX 1O MPOTOKOJY.

B sanaun Bpaua npu am6ynaTopHOM NpHeMme BXOAHT
KOpPEeKLHs NMPOBOAHMOH TepanHH, pelleHHe Borpoca o
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HEeoOXOMMMOCTH TOCIIMTANH3ALMH U TIPOBE/IEHHS] BHYTPHBEH-
HOH aHTHOMOTHKOTEpamHH Ha jomy. | pa3 B rox Bce
GoJIbHbIE IPOXOAAT YrayGJeHHbIH OCMOTP 1O MPOTOKOJY.
K npeumyiectBaM aKTHBHOIO CHCTEMATHYECKOro HaOJIOIEH S
B aMOYJIaTOPHBIX YCJIOBHUSX CJIEAYeT OTHECTH ICHXOJIOTH-
yeckue (ynoGeTBO 151 GOMLHOTO M CeMBH), KIMHHYecKHe (Bo
MHOTHX CJIy4asix yaeTcsi H36exarTh TSKeJblX 060CTPEeHHH,
CBSI3aHHBIX C MEPEKPECTHOH U CyNepHHpEKLUHeH) 1 SKOHO-
MHYecKkue (paKTOpHL.

C 1996 r. B Hawel KJIHHHMKE CTajJd IPAKTHKOBATH
CTallMOHaP3aMeLIAIOIILYI0 TEXHOJIOTHIO — IPOBE/IeHHe BHYTPH-
BEHHOH aHTHOAKTepHaJIbHON TepaluH Ha JIOMY JJIst GOJIbHBIX
MB MocKBHI.

B Hacrosimiee BpeMsi cxema JieueHHs: 60ibHBIX MB B
MocKBe BKJIIOYAeT MOCTOSTHHBIA NPHeM MaHKpeaTHYeCKHUX
muKpochepuueckux depmentos (kpeon — 90%, naHauTpar
— 10%), exxe/iHeBHbIe MHrAIALUHH TyabMo3uMa (69 GOBHBIX
B BO3pacTe cTapuie 5 JieT, COCOOHBIX aKTHBHO HHIaJIH-
poBaTh Mpenapar), HHraslHH aHTHOHOTHKOB (reHTamu-
LIMH), IpHeM MyKOMHUTHKOB (aM6pokcod, N-aueTHIIHCTeHH
06BIYHO B MepHON 060CTpeHHs), NpoBefieHHe 2—3 pasa
B roji 2—3-HeJleJbHBIX KypCOB BHYTPHBEHHOH aHTHOHO-
TUKOTEpaNHH JEeTSIM C XPOHHYECKOH CHHErHOMHOH HH{peK-
LMed, MOCTOSIHHBIH IIPHeM renaTonpoTekTopos (ypcocaH),
npYeM BHTAMHHOB (MOJIMBHTAMHHBI C MHKpO3JEMEHTaMH+
)upopacTBopumble Butamutbl A, I, E), kunesnutepanus,
(hu3uUecKue yrpaXKHeHHsl, CIIOpT, JiedeHHe ocJIoxKHeHnH MB.

OclI0KHEHUS] U MX BO3MOKHAS Tepanust

Hasanvrole noaunst: TATMYHOE OCJIOXKHEHHe pH MB,
yacTo mnpoTeKaiollee GeccumnToMHo. IIpH HasanbHOH
0OCTPYKLMH [OKa3aHB Ha3ajbHble HHTaJSLHH CTepOH-
J0B. XHpypruyeckoe BMeEIIATeJIbCTBO B OOJBLIMHCTBE
CJyyaeB He MOKa3aHO M3-32 YACTHIX PEeLHIHBOB.

[Thesmomopakc: 3MprU3eMaTO3HOE B3y THE JIETKHX MOXKET
COTIPOBOXKAATHCSI THEBMOTOPAKCOM, 3HAUUTEJILHO YTSXKe-
JISTIOLLIMM TTPOSIBJIEHHS JIETOYHOH HeflocTaTouHOCTH. Kak u
IpH Apyrux opMax MHEBMOTOPAKCa, [OKa3aHa aclHpauHs
BO3JyXa M3 IJIEBPaJbHOH LIEJH U MexXpebepHoe ApeHH-
poBaHue. [Ipn peluauBax MOXXHO BBOIHTH CKJIEPO3HPYIOIIHE
BEllleCTBA B IJIEBPAJIbHYIO IeJb, OJHAKO NpPHMEHEHHE
3TOr0 METOJA MOJHOCTBIO HCKJIOYaeT BO3MOXKHOCTB Jie-
TOYHOH TpaHCIJIAaHTALKH B OyAyLIeM.

Kposomeuenue: kxpoBoxapKaHbe WM HeGosblioe (He
Gonee 20 MJ B CyTKHM) KpOBOTEYeHHe, KOTOPOE 4acTo
HaOJroiaeTcst TpU OPOHXOIKTA3USX, XOTH U MyraeT nauu-
€HTOB, HE TMPHUBOMUT K CEPbe3HbIM OCJIOXKHEHHAM. DKCT-
peHHasi MeHLHHCKAast MOMOILb TpebyeTcsl NpPH SMH30/H-
YecKHX OOMJBHBIX KpoBoTeueHHsX (250 mu u Gosee B
CYTKH) B pe3yJibTaTe pa3phiBOB BaDHKO3HO-PaCIIHPEeHHBIX
KoJuIaTepasbHbIX GPOHXHAJBHBIX KPOBEHOCHBIX COCY/OB.
3aTpyaHEHHs ¢ JoKalH3alHed HCTOUHHKA KPOBOTEUEHHS
MOT'YT BO3HHKATh IIPH HEBO3MOXXHOCTH KOHTPACTHOH pa-
auorpadui. B crienyanusypoBaHHBIX LEHTPaX ¢ MOMOLIbIO
KOHTPACTHOH pajHorpaduH NMPOBOAHTCH 3MOOJH3ANUHMS H
OKKJIIO3US TIOBPEXAEHHOro cocyna. Ecin 3TOT MeTox He
3¢hheKTHBEH HJIM HEJIOCTYIIEH, NI0Kas3aHa XHpyprudyeckas
onepanys ¢ HaJOXEeHHEeM JIMraTypul H, 10 HeOOXOAHMOCTH,
HCCeYeHHeM MOPaKeHHOro CerMeHTa HJIH JI0JH.

lacmpoasogazearvrvlii pegharokc: HacToe OCI0KHEHHE
MB, KoTopoe MOXKET CTaTh NPUYHHOH HH(EKIHOHHOrO
NOpa)KEHHs JIETKUX WJIM PasBUTLCS Ha (oHe MH(EKUHH.
B TsxKeabIX ciy4asiX NPOTHBOMOKA3aH MOCTYPaJbHBIH
JPEHaX W Has3HAyaloTCsl NPOKWHETHYECKHe Mpenaparsl,
Takue Kak uusanpuf (ta6u.3).

Ilu3anpun HOJKEH HasHayaThCsl C OCTOPOXKHOCTBIO,
0COOEHHO B3POCJILIM GOJIBHEIM, Y KOTOPBIX HMEeTCs yBeJH-
yenne QT-untepBana no panubiM IKI'. Ciienyer caenuTs,
yTOObl LM3aNpHj He Ha3HayaJcsl MalHeHTaM, MoJjyyalo-
M 3PUTPOMHLIMH HJIM HTPAKOHA30J1, KOTOPBIE JOBOJIBHO
IIKPOKO MpUMeHsIoTes y 60sbHBIX MB.

Bapuxosno-pacuupentole 8ensvt nuuiesoda: Bo BpeMs
SHIOCKOMHYECKUX HJIH PafMOJIOTHYECKHX HCCeloBaHUH
y GOJNBHBIX C BBIPAXKEHHBIMH 3a00JIEBAHHSIMH TEYeHH
YacTO BBISIBJISIOTCS] BAPHKO3HO-PACIIMPEHHBIE BEHbI MHLIe-
Boia. OHH MOTYT OCTaBaThCsl 6€CCUMNTOMHBIMH Ha Mpo-
TSDKEHHH BCeH JKM3HH nauueHTa. B ciryyae kpoBoTeyeHHs
TIOKa3aHO 3HJIOCKOMHYECKOoe CKJIEpO3HpOBaHHe C Iocie-
AylolLleH 3JIeKTHBHOW Tepamnuen.

Xosearumuas: 4dacToe OCJOXHeHHe Y GojbHbix MB,
06BIYHO NpoTeKalolee 6eCCUMIITOMHO H B TaKUX CJydasiX
He Tpebylollee TepaneBTHYECKOro BMellaresabcTBa. [Ipu
HEOOXOAMMOCTH XHPYPrHUeCKOro BMeLIaTeNbCTBa Mpef-
TIOYTHTEJIBHBI JIaNTapOCKOMHYEeCKHE METOAMKH, CONPOBOX-
JaolKecs: MHHUMaNbHEIMA (B OTJIHYHME OT MOJOCTHBIX
omnepalyii) NoceonepalioHHEIMH OCJIOXKHEHHSIMH CO CTO-
POHBI OPOHXOJIErOYHOH CHCTEMBI.

Caxaproui Quabem: OTHOCHTCS K TO3JHUM OCJIOXKHEHHSM
SKCTEHCHBHOTO pa3pyIIeHHs] MapeHXUMbl MOIKeJyN04YHON
Kenessl ipy MB. CaxapHmit nuabet Buspisiercs y 20%
B3pocsbix GosmbHEIX MB. PasButhe caxapHoro nuabera
MOXeT ObITh CIIPOBOLIKPOBAHO CTEPOMIHOH Tepanued WiIu
BbICOKOKAJIOpHHHOH nuiel. KiuHHYecKHe NpOsIBNEHHS TH-

Tabnuuya 3

Tepanus ractpoa3zodareansHoro pedniokca

pynna I Hassarnve I Cnocob npumMeHeHna
AnTauupbl
MarHuin- n anioMuHUIR- laBuckoH, 1—2 naketuka (Tabnetku)
coaepxawme Maanokc 4 pasa B fieHb
H2-ructammHo- Panutnaun 5—6 no 10 mr/kr B
6nokaTopsl (3aHTaK) CYTKU

damotnamd  10—20—40 Mr B CyTKM,

(kBamaren) 2 pasa B AeHb
MHrubutopbl NPOTOH- Omenpason 1 Mr/Kr B CyTKM,
HOW NOMMbI (nocek) 0AHOKPaTHO
(no 20 mr B cyTKM)
MpokuHeTukun
MeTtoknonpamup, Llepykan, 5—10 mr 3 pasa B aeHb
pernas

JdomnepuaoH MoTtunuym 0,25 mr/kr B CyTKM

(a0 5—10 mr)
3—4 pasa B AeHb

Mosbiwaoume ToOHyC
racTpoasodareansHoro chuHkrepa

Mepuctun, OT 0,2 Mr/kr B CYTKM 0
koopavHakce 10 mr 3—4 pasa B AeHb

Uusanpup,

E | 1
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Puc.3. Cxema neuenus nerovHoro cepaua y 60nbHbIX MyKOBUCLMA03OM.

NHYHBL IS MabeTa — JKaXkha, NMOJHYPHS, TONHAMIICHS,
CHHXKEHHE MacChl TeJla, 3a HCKJIOYEHHEeM KeTo3a, KOTOpHIH
npu MB Bctpevaercsi peako. Hecmotpsi Ha apdekTHB-
HOCTb OpaJIbHbIX THIIONIHKEMHYECKHX CPEACTB Ha NMepBhIX
JTanax repanuu auabera npu MB Heo6X0onHMO HasHAUYEHHE
HHCYJIMHOTEPAIHH.

Xporuueckoe aezouroe cepiye pasBUBaeTCst Ha OTHATICHHBIX
sTanax sabosieBanus Jerkux npu MB. Hamu Boinesnens 3
CTajiiH JIErOYHOro cepaua: gopmupyoleecsi, chopMHpoO-
BaHHOe (KOMIEHCHPOBaHHOE), IeKOMIEeHCHPOBAHHOE Jle-
rouyHoe cepaue.

Tepanus nerounoro cepaua npu MB cocrout us 3
OCHOBHBIX yacTeil (puc.3).

K HasHaueHHIO CepJieYHBIX INIMKO3HIOB, OCOGEHHO K
JIUTOKCHHY, CJIeyeT OTHOCHTBCS C OCTOPOXKHOCTBHIO. Y
6o/1bHEIX MB ¢ XpOHHYECKHM JIeKOMITeHCHPOBaHHBIM JIEroy-
HBIM cepAiieM Ha )OoHe XPOHHYECKOH THIIOKCEMHH, THIIep-
KanH{K W allMl03a YacTO Pa3BHUBAETCS apUHTMHS U BO3HH-
KaeT MOBBLILIEHHBIH PHCK IMTHTAJHCHOM HEelepeHOCHMOCTH.

JluypeTHKH, HasHayaeMble JJIMTENBHO B HeOOJBLIHX
no3ax (2—4 mr/xr/cyt), KaloT XOpOuIHil TepaneBTHYECKHI
sdext. CnHpPOHONAKTOH MOXKHO COYETaTh ¢ (hYPOCEMHIOM
HJIH YPETHTOM.

Hauu na6umioieHHst CBHIETENBCTBYIOT O CTaOUIH3ALHH
COCTOSIHHSA Y GOJLIIMHCTBA GOJIbHBIX, TEHAEHIUHH K YJIyu-
meHHIo nokasartesed OB 1 yMeHbIIEHHIO YacTOTH 060-
CTPeHHH GPOHXOJIErOYHOro Mpolecca y psfa 6osbHbIX. B
Mockse ysesuumiics npoueHT (26) GonbHbix MB crapiue
18 ner (B Poccuu 7%), a TakkKe CHH3HJIOCH YHCJIO
JIeTaJIbHBIX HCXOJ0B 3a nocaenHu#H nepuol. Ecau panbiie
KOJIMYECTBO YMEpLIHX AOCTHrano 3—4 ciyyaeB B rofi, B
nocsenHue 2 rona — 1 GosbHOM B rofl. BaXxHo 3aMeTHTH,
YTO CHHXXEHHE YaCTOThl PeCTHPATOPHBIX SMH30[0B COOTBET-
CTBEHHO BeJIeT K YMEHbIIEHHIO PacX0la aHTHOHOTHKOB.

O6uapyxenue rena MB npuBesio K BCIJIECKY SHTY3H-
asMa, CBfI3aHHOTO C BO3MOXHOCTbIO €ro FeHHOM Teparnuy.
By u3yueHs! pasnyHble MyTH NEpPeHoCa HOPMAIbHOTO
reHa MB B K/IeTKH JIerKMX: aleHOBUDPYCHI, alleHOACCOLH-
HPOBaHHBIE BHPYCH H JIKIIOCOMBEI.

Hccnenosanus ¢ aieHOBHpYCcaMH MOKasajM, 4TO MO-
BTOpHbIE BBeJIEHHsI NPUBOASAT K BOSHHKHOBEHHIO HMMYH-
HOTO OTBETA M JI030-3aBHCHMON BOCTAJIMTEJLHOH PeaKHH.
JlurocomMsl XOTSl M JAIOT MEHBIIYIO BOCHAJHTENbHYIO
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peakiuio, Ho 06/1afialoT MeHbLIeH 3 (GeKTHBHOCTHIO MPH
nepeHoce reHa H BHYTPHKJIETOYHOM TPaHCIIOPTE.

IIpoBopuMEIe B HAcTOsIlee BPeMsSl HCCJIEJOBAHHS Ha-
TpaBJieHbl Ha JIOCTHXXEHHS GoJiee MPONOJDKHTENBLHON MeHHOMH
BBIDAaXKEHHOCTH, OoJiee BBICOKOH 3((eKTHBHOCTH MpH
TMOBTOPHBEIX MPHMEHEHHSIX H CHH)XKEeHHEe MMMYHHOrO OTBETa
H BOCHANHUTEJBHBIX peaKLHi.

B Poccun, kak ykaseiBajoch Bbiile, B Cankr-ITerep-
6ypre u MockBe Tak Xe BeayTcss paGoTHl MO TeHHOM
tepanud MB. Jluaupyet B HacTosilee BpeMsi TpyIIna Mox
pyxoBoacTBoM nipod. B.C.bapanosa (HUU akyuepcrsa
u ruHexosori M. J1.0.Otra PAMH), npu sToM Haiifen
OPHIHHAJILHBIH BEKTOP NMepeHoca reHa — CHHTeTHYecKast
MHUKpocdepa.

TepaneBTHYecKkas cTpaTerus, ajqbTepHAaTUBHAS FeHHOH
HHXXEHEPHH, MOXKET 3aKJII0YaThCsl B BHISIBJIEHHH BEIIECTB,
CMOCOGHBIX CTHMYJIHPOBATH CHHTE3, TPAHCTIOPT HJIH (DYHKLHMH
HEIOJIHOIIEHHOr0 TpaHCMeMOPaHHOro perysiTopa MpoBo-
AUMOCTH MyKoBHcuHI03a — MBTP. B HacTosiee Bpemsi
HCCJIelyeTcst PSil BELLECTB: aMHHOTIMKO3HIHbIE AHTHOHOTHKH,
rMIepos, GeHUIOyTHPAT HATPHSl, LHKJIONEHTHIKCAHTHH,
reHecTdH u ap. (puc.4).

AHTaroHUCT HaTPHEBbIX KAHANOB — AMHJIOPHJ, HHTHOH-
pyer pea6copbumnio Na KaeTKaMH JbIXaTeJbHBIX MyTeH y
GoabHbix MB [1]. Bbiito nokasaso, 4To aMHJIOpH, NOBHIIIAS
B MHTAJISLHSAX BOAHBIH KOMIOHEHT, YJIyULlIaeT MyKOLHJIH-
apHBIH TPAHCIIOPT.

AKTHBaTOpEl aNbTEPHATHBHBIX KaHajoB xJaopa (ypu-
nuHTpHdOChAT H alIEeHOSUHHTPHGOCHAT) YCHAUBAIOT KOM-
OHHHPOBaHHMIA 3(PHEKT ¢ AMUIOPHIOM.

B Hacrosillee BpeMs BefleTCS MOMCK M APYTHX Mpemna-
paToB, crmoCOOHBIX 3((PEKTHBHO pa3KUKaTb MOKPOTY y
GonbHbix MB. IIprupoanbii pepMeHT — reJIb30JIHH paspyiuaer
BHEKJIETOYHBIH ()-aKTHH, KOTOPBIH, MOAOGHO BHEKJIETOYHOM
JHK, BricBOGOXKIAaETCS NPH J€3HHTErPaLliK HEHTPODHIIOB
B JIbIXaTeJbHBIX MyTaX npu MB, uTo yBesHuMBaeT BA3KO-
3/MaCTHYHbIE H a/ire3UBHBIE CBOHCTBA MOKpOTH. Mccneno-
BaHHS MOKasaJiH, uTo resb3onud H JIHKaza (myasmosum)
JEHCTBYIOT CHHEPrHYHO M YMEHbLIAIOT BsI3KOCTh MB
MOKPOTHL.

M3BecTHO, YTO aMHHOIVIMKO3HIB IJIOXO MPOHHKAIOT B
OpOHXHa/IbHBIA CEKPeT MpPH MapeHTepasibHOM BBENeHHH,
ROCTHTast TaM JHIb 12% OT CHIBOPOTOUHOM KOHUEHTPALHH,
MI03TOMY NPHBJEKAaeT BHHUMaHHE a3p030JbHOE BBEJleHHE
AMHHOTJIMKO3H/IOB, ITOCKOJIBKY TPH 3TOM MOXHO JOCTHYb
BbICOKHX KOHLIEHTpPAlMH IPenapaToB HENoCPeACTBEHHO B
ouare HHdeKuHH (MpocBeTe 6POHXOB) Ge3 GoJbLLOI Omac-
HOCTH CHCTEMHOTO BO3JIEHCTBHS. DTO CBOAHUT K MHHHMYMY
PHCK PasBHTHS OTO- H He(POTOKCHUHOCTH. B HatueM uenTpe
HCIIOJIb3YIOTCS TTOCTOSIHHbIE WHTANSUMH FeHTAMMIMHA B
noze 80—160 mr/ cyT, 4To BefieT K yMEHbIIEHHIO YaCTOTHI
TOCNHUTANM3aUMA U PECNUPATOPHBIX 3MH30[0B Y YacTH
GOJIbHBIX JIaXKe TIPH XPOHUYECKOH KOJNIOHH3aluH Ps. aerug.
70 0COBEHHO HHTEPECHO, TaK KaK YCTaHOBJIEHO, YTO PSIJL
AMHHOTJIMKO3H/OB, B TOM 4YHMCJIe M FeHTAMHLHMH, MOTYT
BOCCTaHaBJHMBaTh QyHKUHIO AedekTHoro MBTP-6eska ¢
myTauusmu 1-ro tuna (60K cuHTesa Geska) [2], Takue
kak G542X, W1282X u np. Ectb faHHBIE 06 3dhchekTHB-
HOM npuMeHeHHH Goubnx 103 (300 mr 2 pasa B cyTKH)
creuranbHou GescylibhatHol hopMbl TOGpaMHIMHA LIS
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Puc.4. Mopaxoas! K Tepanuu 3abonesaHnii nerkmx Npu MykoBMcUMA03e.

utransuait (TOBI — Tobramicin Solution for Inhalation),
YTO MO3BOJISET NOCTHYL MAaKCHUMaJIbHBIX KOHLEHTpaUui
npernapara B MOKPOTe, OKa3bIBaIOLIUX GaKTEPHLIMAHOE JeH-
CTBHE Ha BCe H30JIATH Ps. aerug.

Kunesurepanusi siBisieTcs TyIaBHBIM HeghapMaKoJOTH-
YeCKHM METOJOM YJIyYILEeHHsI IIPOXOAUMOCTH bIXaTeIbHBIX
nyTed. DTO BeAYIMH H, YTO BaXKHO, MaJloO3aTpPATHbIN
KOMIIOHEHT eXeJHeBHoro JieueHus GosbHHIX MB. He-
CMOTPSl Ha TO 4TO OBLIO NPEIOKEHO MHOTO METOMHK,
CTaHlapTOM KHHE3HTEePAaIHH OCTAaeTCA MaHyaJbHasi IepKyc-
CHSl M TOCTYpaJIbHbIH ipeHaX. DTa NpPoUeaypa 3aHUMaeT
MHOTO BpEMEHH M JO/KHA BHIMOJHATBCS CHELHaNbHO
TOATOTOBJIEHHBIM JIHLIOM. B mpouecce coBeplieHCTBOBaHHUS
KHHEe3UTepanuu OblIH NPeIOXKEHb! aJIbTEPHATHBHEIE METO-
JIUKH yJydIleHHs ApeHaXka blXaTebHEIX MyTeH: TEXHHKA
(hopcupoBaHHOro BhIOXA “XadpUHT”, CaMOCTOSITEBHO
BHINONIHSIEMBIH (ayTOTeHHBIH) JApeHaX, MOJNOKHTENbHOE
nasnenue Ha Boioxe (PEP-cucTeMsl), IpuMeHeHHe ¢aat-
Tepa, KopHeTa. OHH TNO3BOJSIOT JOGHThHCS JIYYIIEro OT-
XOXK/IEHHS] MOKPOTBI, YeM MPH CTaHHAPTHOH KHHE3HTEpaluH,
AaloT 60JbHOMY GOJIBLIYIO HE3aBHCHMOCTD OT CTallHOHapa
1 6GoJbLIYI0 KOM(OPTHOCTB, YTO YJIYYLIAeT BHITOJHEHHE
neye6HbIX pekomeHaauui [3—5]

[TockosbKy BHIpAXKEHHBIH BOCTAMHTENBHBIH OTBET 00yc-
JIOBJIHBAET JIECTPYKLHIO JIETKHX, MOXKHO IPEION0XKHTE, YTO
MOILIHASi POTHBOBOCHANHUTENbHAST TEPATIHS CMOXET YJIyy-
IIHTh COCTOsIHUE JierkuxX y OosbHeIX MB. B Hacrosimee
BpeMsi B HalieM leHTpe Gosee 50 peTeii B BospacTe ot 2
no 18 siet mosrydaioT ajlbTEPHHUPYIOLHE KYPChl IPEIHH30-
aona (0,3—0,5 mr/kr/cyr dyepes heHb), yTO yJIyumaeT

(YHKUHOHAJBHbIE H KJIHHHYECKHE TOKA3aTeNH Y GOMbHBIX
MB npu nautesbHOM npuMeHeHHH (psifi 6OJBHBIX TOJY-
YaloT NpeaHK30J0H Gosee 12 set). OgHaKo nepopanbHoe
NpUMEHEHHE IVIIOKOKOPTHKOMJOB Ja)ke B HH3KHX [03axX
MOXET IMPHBOAHTL K MOGOYHBIM 3(deKTaM, M03TOMY
TMOHSATEH MHTEePeC K HHraMSIHOHHOMY BBEIEHHIO CTEPOH-
noB. ITpy HHraJAsHOHHOM BBEJIEHHH TVIIOKOKOPTHKOMJIOB,
10 HalIHM NaHHBIM, He TIPOHCXOJUT H3MEHEHHS YPOBHeH
kopruaosa v AKTT, uto cBupeTesbeTBYyeT 06 OTCYTCTBHH
ero BJIMSIHHS Ha THIIOTaJaMo-THIIoGbK3apHYyIo cuctemy [6].
Ha ¢one seueHns HHralSLHOHHBIMH CTEPOHAAMH BHIOPOC
HEeHTPODHIOB B OPOHXOANBBEONSIPHYIO JKHAKOCTb OBl
MeHbllle, CHHXXAJNHCh MapKephi BocnajeHusi (anacrasa,
unTepaeikut-8) [7]. B HacTosee BpeMs MBI POBOXHM
CpaBHHTEJIbHOE H3YyyeHHe 3P (PeKTHBHOCTH U 6E30MaCHOCTH
psila COBPEMEHHBIX HHTAJSLMOHHBIX KOPTHKOCTEPOH/IOB
(GexoTHa, MyJBMHKODPT-CYCIEH3Hs, MyJbMUKOPT-TYPGO-
xanep).

B nocaepnue roust (M.Konstan u coasm.; P.Davis u
coasm., 1996, 1998) nokasano BepaxkeHHOE POTHBOBOC-
najauTesbHOe JieHcTBHe HOynpodeHa.

HecTtepounseie npoTHBOBOCHA/NHTEBHEIE MpENapaThl
(HIIBII) o6napaior crenuduyeckoll aKTHBHOCTBIO, Ha-
TpaBJIeHHOH NPOTHB HEHTPO(UIIOB, BKIIIOYAS TTOJIaBJIeHHE
HX MHIpalliM H aKTHBAalHMH, W HMeloT OJIarONpHSTHEIH
npoduas nepeHocumoctd. Ho npu Hasnauennu HITBIT
BaXKeH TOYHBIH DPEXHM JO3HPOBAaHHS, TaK KaK HHU3KHe
JI03BI MOTYT TOBHIILIATh BEIGPOC HEHTPOGHIIOB B [ibIXaTeJbHbIE
nytd. IlopaBasiomee neficTBHe HOynpodeHa Ha AKTHB-
HOCTb HEHTPO(HJIOB HAGIONACTCS TIPH MMHKOBOM KOHIIEH-
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Tpauuu B maasme kpoBd 50—100 mkr/ma (auanasow,
NOAABJSIOMMI MUrpauHio HelTpoduios). [IprHemiemeie
MMKOBble KOHIEHTPALMH GBI MOJYYeHBl MPH pekuMe
nosupoBanus ot 20 ao 30 mr/kr/cyt B 2 npuema [8].

B Hallem LeHTpe MPOBeJIeHO HCCJIeIoBaHHE O H3YUEHHIO
sdekTHBHOCTH M OGe3onacHocTH mnpumeHenus HIIBII
Haiis (Nise) — uumecysuaa, pupma “Dr.Reddy’s Labo-
ratories” (MHpusi) — NMpPOTHBOBOCHAJINTENBHOTO, YKapo-
MIOHMXKAIOLIEr0, aHaJbreTHYECKOro CPeCTBA, OCHOBHBIM
MEeXaHH3MOM KOTOPOTO SIBJISIETCS CeJIeKTHBHOE HHIHOHPO-
BaHMe LIMKJIOOKCcHreHassl I B BocmaneHHOH TKaHH, TOp-
MO3 CHHTE3a MpPOCTarJIaHAWHOB H psiia POBOCHATHTE/b-
HHIX ()epMEHTOB H MNojaBJeHHe 06pa3soBaHHsI CBOOOMHBIX
pafiiKaJIoB.

Haiis npumensics B nose 3 Mr/kr/cyT B 3 npuema y
14 pereit B Bospacte oT 5 o 18 ser ¢ MB. YuuthiBas
BO3MOXKHBIE OCJIOXHEHHS CO CTOPOHbI XKeJ1yI0YHO-KHLIeY-
HOTO TpaKTa, B IPYNNY He BKJIOYAJH JeTeH C IHPPO3OM
TeYeHH, aAKTHBHBIM IellaTHTOM, SI3BeHHOH 60JIe3HBIO, SPO3UB-
HBIM FaCTPUTOM, 930(haruToM, MOATBEPXKAEHHBIMH IAHHBIMH
ractpockonuu. [IpoTHBOBOCTIANUTENbHEIH 3((EKT OLeHH-
BaJICA 10 U3MEHEHHIO MapKepoB BoCMaJieHHsl B o6pasuax
MOKpOTHI M mepHpepuyeckoit KpoBH. I XapaKTepHCTHKH
CTENeHH MPOrpecCHPOBAHHUSA JIETOYHOrO Npoliecca HCCJIeo-
Basuch ocHoBHble mokasatean PBJI (OXKEJI u OPB;)
3a 1 roj mo Hayaja NMpPUMEHEHHS Hal3a M B TeyeHue 6
Mec ero npumeHeHust. [Tokaszareau PBJI B Teuenue rona,
npe/llecTBOBaBILIeMY Havally IpUMeHeHUsl Hal3a, 3HauH-
MO CHH3HJHCh Yy Beex setedt — p=0,028 (mis OIKEJI) u
p=0,04 (n1s OPB;). Haubosiee BHpakeHHOE CHHXKEHHE
noxasartened ®BJ] oTmeueHo y fieTed ¢ 6oJiee TSXKENBIM
TEYEHHEM.

Ha ¢one npumeHeHHs Haki3a OTpPULATEJNBHON JHHAMUKH
nokasareser ®BJl He oTMeuasoch. DTO MOKA3bIBAET, UTO
NpHMeHeHHe Hal3a MMO3BOJIHJIO MPHOCTAHOBUTH Nporpec-
cHpoBaHHe GPOHXO0JIEroYHOro npouecca. B nepuon uccae-
JIOBaHHS y BCeX OOJBbHBIX OTMEYeHa TeHIEHLHS K Yayy-
LIEHHIO TIOKa3aTeJsell BecopocToBoro uHaekca (p=0,07).

W3BecTHO, YTO rMTaBHHIM HHTHOUTOPOM HEHTPO(HIBHOM
3J1acTaskl SIBMSIETCS O4-aHTHTPUNICHH (Ctj-aHTHIIpOTeasa —
04-AP). On o6ecrneunBaer Gosee 90% anTH3MacTasHOM
3aumThl. XoTs npoaykums ou-AP y GonbHbix MB coxpaHeHa,

ee aKTHBHOCTb MOJABJISIETCS] Ype3MEepPHBLIM CoJiepXKaHHeM
HeUTpO(HIBHOM 3J1acTa3kl B MoKpoTe npu MB. Pekom6u-
HAHTHBIH OL]-AHTHTPHUIICHH B a3p030Jie MOXET HeHTpaJlu-
30BaTh Ype3MepHEIH BEIOPOC 3J1acTasbl HEHTPO(DHIIOB.
PaGoTHl ¢ CEKPETOPHBIM JIEHKOUMTAPHBIM HHTHOHTOPOM
nporeas (SLPI) mokasanu, 4To OH NOBHILIAET YPOBEHb
rJIyTaTHOHA B GPOHX0aJIbBEOJISIPHOH XKHJKOCTH, 4TO YBe-
JIMYMBAET AHTHOKCHAAHTHYIO CIOCOGHOCTB JIETKHX. DTO
O4YeHb BaXKHO st 60sbHBIX MB, Tak Kak saumuinaet oy-AP
JIETKUX OT MHAKTHBALMK CBOGOAHBIMHU paiuKaiamu [9].
[TeHTOKCH(HIVIMH — KOPOHAPHBIH Ba3OAHJIATATOP MOXKET
6biTh TOJIe3eH npH MB, Tak Kak OTMeuYeHO ero BO3JeH-
CTBHEe Ha HeHTpoduabl myTem GjoxkupoBaHus TNFo —
aktopa Hekposa onyxoid (PHO) u uHTepieiikuna-1
WUJI-1B) (mMakpodarajibHele UWATOKHHBL, SIBJSIOTCS XEMO-
aTTPaKTaHTaMH HEHTPOGHIOB ¥ HHAyKTOpamu WJI-8)
[10]. BuitensnoxkeHHOe CBHAETENLCTBYET O 3HAUHTENBHOM
nporpecce B W3yyeHHH npoGiaemsl MB, B TOM uHCJIE H B
Poccuu. OpHako npeAcTosT elie GOobLIHe U YIiyGjeHHbIe
HCCJIE/IOBaHHUS, IPEX e BCEro B 06/1aCTH IreHHOH TepanuH
JJAHHOH NMaTOJIOTHH.
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JECATHUJIETHUH OITBIT MOJEKYJISAPHO-TEHETUYECKOM
JUATHOCTHUKA MYKOBUCIUIO3A B MI'HIT PAMH

Memnko-reHeTuueckuii ientp PAMH, Mocksa

TEN YEARS OF MOLECULAR GENETIC DIAGNOSIS OF CYSTIC FIBROSIS IN RUSSIAN PATIENTS
N.V.Petrova, E.K.Ginter

Summary

Since 1990 466 CF patients and more than 1000 members of their families which were clinically diagnosed
in the Department of CF of the Research Centre for Medical Genetics have been examined for 20 mutations in the
CFTR gene. More than 80% of the patients were originated from the European part of Russia. The relative
frequencies of 13 screened CF mutations were as follows: AF508 — 53%, CFTkdele2.3(21kb) — 6.4%, N1303K
— 2.6%, G542X — 2.0%, W1282X — 1.9%, — 3849+10kbC-T — 1.9%, 2143AT — 1.8%, 2184insA — 1,8%, R334W
— 0.7%, S1196X — 0.7%, 394ATT — 0.4%, 1677ATA — 0.5%, G551D — 0.3%. Other screened mutations have
not been identified in our sample. The above mentioned 13 mutations account for 756% of all CF alleles of Russian
patients. It seems that it is possible to distinguish a nuc!eos of common “Slavic” mutations (CFTRdele2.3(21kb),
2143AT, 21S4insA) but their origin and history of distribution should be clarified further. Still about 25% of CF
alleles are remained to be identified in Russian population and only for 56% of CF patients the full CF genotype
could be recognized. In families where one or both parents have unidentified mutations analysis of inter- and
intragenic DNA markers have been exploited to complete genetic testing. As a result the informativity close to
100% could be obtained for all families with the CF child.

Pesiome

MonekynsipHO-reHeTu4eckoe nccnesiosaHne 6onbHbIX MykoBucuMao3oM (MB) nposoauTes B nabopatopuu
reHeTuueckon anuaemuonorun MIHL, PAMH ¢ 1990 r. K HacTosweMy BPEMEHU MONEKYNSPHO-I8HEeTUHEeCKUiA
aHanua BbINoNHeH B 466 cembsix, umeiowmx 6onsHoro MB pebetika. MpeasaputensHoe kKnvHuyieckoe obenenosaqme
1 NOCTaHOBKA AMarHo3a NpoBOAUANCH B HAY4HO-KIIMHUYECKOM OTAeneHun mykosucumaosa MIrHL PAHM. Bonee 80%
nauueHToB nNpoxueany B Esponeiickoit 4actu Poccuu, okono 15% — ua paitoHos Cubupu u JansHero BocToka.
[HK 60nbHbIX 1 UX poavTeneil npockpuHuposanu Ha 17 mytauuii B reHe CFTR. OTHocuTenbHble YacToTsl 13
o6HapyXEeHHbIX MyTaumii cneaytowme: AF508 — 53%, CFTRdele2,3(21kb) — 6,4%, N1303K — 2,6%, G542X —
2,0%, W1282X — 1,9%, 3849+10kbC-T — 1,9%, 2143AT — 1,8%, 2184insA — 1,8%, R334W — 0,7%, S1196X
— 0,7%, 1677ATA — 0,5%, 394ATT — 0,4%, G551D — 0,3%. KaxeTca BEpOATHbIM, YTO BO3MOXHO BbIAENUTD
SAPO 4acTbIX “CnaBsHCKMX" MyTauuii B u3ydqeHHow Bbibopke MB xpomocom: CFTRdele2,3(21kb), 2143AT,
2184insA, HO UX NPOUCXOXAEHUE U UCTOPUS PacnpoCcTpaHeHus TPedYIoT JanbHellero NCCNeaoBaHna U YTOHHEHUs.
MpumepHo B 25% MYKOBUCUMAO3HLIX XPOMOCOMAaX MyTauus OCTaeTCsi HemaeHTUPUUMPOBAHHOW, NO3ITOMY B
cembsix, rae oavH unu oba poauTens ABNAIOTCA HOCUTENAMU HEeMAEHTUPUUMPOBAHHLIX MyTauunii, NPOBOAUTCS
aHanu3 BHYTPU- U BHereHHbix [JHK-MapkepoB ans onpenenenus dasbl cuennexms mytantHoro MB-annens. B
pesynbTaTe MHPOPMATUBHOCTb KOCBEHHOIO TECTa B CeMbsIX, MeloLmx 6onbHoro MB peberka, nocturaet 100%.

Myxkosucuunos (MB) — nan6onee pacnpoctpanentoe  (Cystic Fibrosis transmembrane conductance regulator
TSDKeJIoe, ayTOCOMHO-PeliecCHBHoe 3abouiesanne. en, oteer- — CFTR) [1]. K HacTosimeMy BpeMeHH OGHapy»XeHbl
CTBEHHBIi 3a pasBUTHE 3aGoieBaHHst, Gbut KapTHpoBaH B 1989 .,  okoso 900 myrtanmit B rene CFTR, npHBOASIHX K pas-
a npoykr ero (6esiok) HasBaH “MYKOBHCIHMIO3HBIH TPaHC-  BHTHIO 3a6osieBaHus. [To naHHBIM MeXyHapOAHOrO KOH-
MeMOpaHHbIi PeryJsiTop MpOBOANMOCTH MYKOBHCLHI03a”  copuryma, MeHee 10 myrauuit B reHe CFTR MoXHO
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CYMTaTh YacTo BeTpevalowuMHucsi B Mupe [2]. OTHocu-
TEJbHOH YaCTOTH 3TH MyTallMH B 06 be/INHEHHONH BEIGOPKe
MB XpoMocoM I0CTHrAIOT CJIEAYIOUAX 3HaueHH#H: AF508 — 66 %,
G542X — 2,2%, G551D — 1,6%, N1303K — 1,3%,
W1282X — 1,2%, R553X — 0,7%, 621+1G-T — 0,7%,
1717-1G-A — 0,6%. OcranbHbie SIBJSIOTCS pacnpocTpa-
HEHHBIMH JIMLIb B HEKOTOPBIX MOMYJSIUMSAX, a MHOTHE
YHHKAJIBHBI, T.€. BCTPEYAIOTCSl TOJBKO B OIHOM CEMBE.
CriekTp W OTHOCHTeJbHBIE YacToThl MB MmyTauumit cyue-
CTBEHHOM Pas3JIMYalOTCs B PA3HLIX MOMYJISLHAX.

MounexkynsipHO-TeHeTHYeCKoe o6cJjiefloBaHHe GOJbHBIX
MB nposogutcs 8 MHHIL] PAMH nauunas ¢ 1990 r.
[TepsoHayasbHOM 3ajjayelil OBUIO ONpejiesieHHe CIeKTpa
MB myTauui, XapakTepHbIX ST POCCHHCKHX GOJIbHBIX.
ComectHo ¢ MHcTHTyTOM GHOreHeTHKH (Bpect, ®pannus)
o6cieioBanbl BhIGOpKH 38 6oabHEIX MB 13 LleHTpanbHoi
Poccuu, usyyanmch Bce 27 9K30HOB H 06/IaCTH SK30H-HHTPOH-
HBIX coeliHeHHH reHa CF TR MeTonoM iIeHaTypHPYIOILEero
reJib-3j1eKTpodopesa ¢ MoceayoliM CeKBeHHPOBaHHEM
dparmentoB JIHK ¢ anomanbHOM nmojsHkHOCTBIO [3]. B
pesyJibtaTe paboTel OBIIH BbIsIBJEHb! 18 pasiMyHBIX My-
tTauHid B rede CFTR, 3 M3 HHMX ONHCaHbl BrepBhle —
175AC, 624AT u D572N, 1 onpejiesieHbl MyTalliH, KOTOpbIE
MOIVIH CUHTATbCS PACMPOCTPAHEHHBIMH CPeld GOJIBHBIX
u3 Poccun. K Takum MyTauusiM MOXHO OBLIO OTHECTH
F508A (10-ii sxson), W1282X (20-i sx3om), 2143AT
(13- skson), 2184insA (13-it ak3on) u 3821AT (19-ii
sk30H). Bostee 25% MB-anneneii octanuch HEeHIeHTUH-
LIHPOBAHHBIMH B MCCJIEIOBAHHOH BHIGOPKE OOJIBHBIX laXe
TnocJie H3y4eHHs BceH KOMMPYIOLEH MOC/Ie10BaTebHOCTH
resa CFTR. to orauyaet nonyasuuio Poccuu ot 60ib-
WKHCTBA nonyJsunit 3anagHoi Esponsl, rae 6onee 95%
MyTaHTHLIX aJuienell reHa CFTR o6GycJ/loBJIEHO H3MeHe-
HHSIMH T10CJIeI0BATEIbHOCTH HYKJIEOTH/IOB B 3K30HAX MJIH
MecTax CIJIaHCHHTa.

Xors 6osee 95% myrauuii B rese CF TR o6ycioBaeHs
3aMeHOH OIHOrO HYKJIEOTHJA Ha APYTo#, MpearnoJaraeTcs,
YTO B MOMYJSILUMSX, TJie He YAAeTCSl BHIIBHTb MOJHBIN
CMEeKTp MyTallMd B KOAMPYIOLIEH YacTH reHa, BEPOSITHO
0GHapyXHThb NIPOTSKEHHbIE fieielH. B smreparype ony6iin-
KOBaHbI laHHbIE O 5 TaKHX HeJIEUHsIX, HO 0Ka3ajloCh, YTO
OHH SABJIIIOTCS JIHOO O4YEeHb PEAKHMH MYTaUUSIMH, JHOO
BCTPEYAIOTCS TOJNBKO B KOHKPETHBIX monyasuusx [4—8].
HenaBHo Oblia oGHapyKeHa elle OfHA NPOTSIKEHHas!
Jefiels, oxBaThbiBalouias 3k30Hs 2 H 3 rena CFTR [9].
HeckoJsbko npeiBapHTeIbHBIX HAGMIONEHHH J0Ka3biBaJH
BO3MOXKHOCTb CYIIECTBOBAHHSI TaKOH JAeJeUHH. ¥ HeKo-
TOpbIX GO/IbHBIX MB HEeBO3MOXHO GbIIO aMMJIHGULIKPO-
BaTh 2- ¥ 3- 9K30HbBI, HCMIONIb3Y'sl CTAHAAPTHEIE METO/bI.
B nocsienctBuu GBIIO MOKa3aHO, YTO 3TH GOMbHBIE SABJS-
JIUChb TOMO3HIOTAMH MO JAHHOH AejeuH. Y 3 GOJIbHBIX
u3 l'epmannu, Kanags 1 Mcnannu, sBasiomuxcs retepo-
3HTOTHBIMH KOMIAyHJaMH MO MYyTalWH NpearoJaraeMoi
neneunn u G551D, R347P u AF508 cooTBeTCTBEHHO, B
nosiouie MPHK tpanckpunto CFTR-reHa 6bijio 06Ha-
py>eHo KOMOMHHPOBAaHHOE OTCYTCTBHE 2-T0 U 3-TO 3K30HOB.
lenb-anexTpodopes B nyascupyoiem nojte (PFGE) c
nocjesyouel 6aoT-rubpuausauneii no Caysepuy Bbisi-
BUJI abeppaHTHbIE MOJIOCHl B 00pa3iiaXx HeKOTOPbIX GOJIbHBIX
MB ¢ HeH3BeCTHBIMH MyTalLMSIMH, COIVIACYIOLIMXCS C

HaJIMuHeM reHOMHOH fiejietiu pasmepom 20—25 Thic. 1. H.
I[Tocsie onpeneneHHst To4eK paspeiBa OKasaJoch, UTO Jie-
Jenust oxsaThiBaer 21,08 THIC.I.LH. M BKJIOYAeT OKOJO
25% MHTPOHA 1, MOJIHOCTBIO 3K30H 2, HHTPOH 2 H K30H
3 u npumepHo 45% wuntpona 3. ITocsienoBaTeBHOCTH
HYKJIEOTH/IOB B TOYKAX pasphiBa JieJIeLIHH HEerOMOJIOTHYHBI,
3a HCKJIIOUEHHEM KOPOTKOrO y4yacTKa MJIMHOM 4 MHPHUMH-
muna (5-CTTT-3’), HaeHTHUHOro B 06eHMX TOUKaX pasphiBa.
Ha yposne xJIHK B pesyabraTe faHHOM Jiesieltiy npouc-
XOIMT CHABHT PaMKH CUMTHIBAHHSI H 0Opa30BaHHSI TEPMH-
Hupylomero cureaia B 106-m xopmoHe B 3k3oHe 4. B
JlasibHEHIIeM TpH HCNoNb3oBaHUK AymieKkcHo# [1LIP-am-
niupHKauMK Oblla mpoBefeHa oblMpHast paboTta Mo
ONpeNeIEHHIO BCTPEYAEMOCTH JeJIelliH, 0603HaYeHHOH
kak CFTRdele2,3(21kb), B pasubix nonyasiuusx. B atoit
pabore yyacTBOBaJH JJaBOPaTOPHH H3 GOJILLIHHCTBA €B-
pomeHCKHX CTpaH, a Takxe JsaGopatopuu u3 Kanappl,
CHIA u Ypyrsas. Buiio mokasaHo, uTo JaHHast MyTalus
pacnpocTpaHeHa y 6osbHbIX U3 Uexun, Poccuu, Benopyccun,
ABctpuu, lepmannu, ITonbuwin, Ykpauusl, ClOBEHHH H
Cnosakuu (6,4, 4,1—5,8, 3,3, 2,6, 0,5—2,5, 1,0—1,8,
1,2, 1,5 u 1,1 coorBercTBeHH0). Myrauust CFTRdele2,3
(21kb) siBasieTcst BTopoit yacToit MyTauuest nocae AF508
y GoabHbIX MB LlentpanbHoit v BocTounoit EBponbl. dta
MyTalHsl COpafH4YecKH BCTpevaeTcsi Y GOJIbHBIX 3anajl-
Ho# EBponbl H COBEpIIEHHO OTCYTCTBYET Y GOJIbHBIX M3
Boarapuu, Xopearuu, Pymbinuu u Cep6un. IIpeanodara-
eTCsl, YTO MYTALHs HMEeT CJAAaBSHCKHI HCTOYHHK MPOHC-
XOXJIeHHs!, ee reorpaduueckoe pacrnpocTtpaHeHue B Es-
porne COOTBETCTBYET PacNpPOCTPAHEHHIO CJIABSIH B [IEPBOM
THICSTYEJIETHH HalleH 3pHI.

B na6opaTopuu reHeTHUeCKOH SMHAEMHOJIOTHH Bhipa-
6oraHa onpejieleHHast CTPAaTerusl MOJIEKYJISIPHO-TeHEeTH-
4ecKo# AHarHocTHKH MB B ceMbsiX, HMEIOIHX 60JILHOr0
pebenka. B pesynbrarte aByx myabtuniekcHuix [TLIP-pe-
aKkUM¥ MPOBOJIMTCS aHAJNM3 MYTAlMil, CYMMapHO COCTaB-
JSIOIHX oKoJlo 65 MB-amneneii Betpeyaommxesi y 60JbHbIX
u3 Poccuu. B nanbHeiiteM npoBoguTCst TOHCK HEKOTOPBIX
MEeHee paclpoCTpaHeHHBIX MyTauud. AHanus MyTauwii
TIPOBOAMTCS] METONIOM aHAJIM3a JUIHH aMIJIH(QHIMPOBAHHBIX
¢dparmentoB JIHK, retepopynieckHbix nosoc, o6pasyio-
LHXCS TIPH aMIVTH(HUKALMH FeTepO3HTOTHLIX 06pasIoB U
PecTPUKLUHOHHOro aHaiu3a. B nabopaTopuu npoBomuTcs
pyTHHHBIA Touck 20 myTauuit B reHe CFTR Kak xapak-
TEPHBIX JIsi 6OJIbHBIX W3 PoccuH, Tak M 4acTo BeTpeya-
IOLHXCA B MHPOBOH BHIGOpKE GosbHEIX MB.

K HacrosilleMy MOMEHTY MOJIEKYJISIPHO-TEeHeTHUeCKHUii
aHa/Iu3 BBIMOJIHEH s 466 mauueHTOB M MX popuTenei.
[IpenBapuTebHOE KIHHHYECKOE 06C/IeI0BAHHE H TOCTAHOB-
Ka IiarHo3a NpOBOJMJIH B HAYYHO-KJIHHHYECKOM OT/EJEHHH
mykoBucuuaosa MHI'T] PAMH u HeKOTOpHIX MeIHKO-Te-
HETHYECKHX KOHCYJIbTAllMSIX PEerHOHAbHBIX LeHTpoB. Bosee
80% 06ciIeJOBaHHBIX MALHEHTOB MTPOXKHBAIH B eBporneii-
ckoit yacth Poccun, okoso 15% u3 paitonos Cubuph
Hanehero Bocroka u MeHee 5% H3 conpeienbHBIX rocy-
napctB. B uccienoBaHHoN BhIGOpKe oOHapyxeHbl 13
YacTHBIX MyTaumii B rene CFTR, uX OoTHOCHTeJIbHasi yac-
TOTa NMpHBEEHA B TabJl., a CyMMapHasi 10J1s1 COCTaBJsieT
0KoJI0 75%. Myramuu I507A, R347P, R553X, 621+1G-T,
E85Q, R1162X u 1717-1G-A B Hawefi BLHGOpKe He
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Tabnuuya

OTtHocuTtenbHas yactora CFTR-myTauueii y 60sbHbIX MB u3 Poccum

Myrauus Yucno MyTaumin/MamMcno xpoMocom Yacrora 8 MB xpomocomax, % Ok30H (3)/VinTpou (U)

AF508 494/932 53,0 310
CFTRdele2,3(21kb) 46/337* 6,4 0,2511-92-12-93-0,4513
N1303K 18/331* 2,6 321
G542X 14/331* 2,0 311
W1282X 13/327* 1,9 320
3849+10kbC-T 7/172* 1,9 n19
2143AT 13/333* 1,8 313
2184insA 13/333* 1,8 913
R344W 5/329* 0,7 37
S1196X 5/332* 0,7 319
1677ATA 5/438* 0,5 310
394ATT 3/340* 0,4 33
G551D 2/331* 0,3 311
HeupeHtnpuumnposaHsb! 26,0

MpumMmeyaHuwue. * — konn4ecTso nccnenoBaHbix MB He-AF508-xpomocom.

o6Hapy:xeHbl. Hanbosiee pacnpocTpaHeHHOH, Kak U B
GOJILLIHHCTBE E€BPONEHCKUX TOMYJISUHSX, SBASETCS MY-
tauust FS08A. 3naueHue 10K 3TOM MyTalMH Cpejy Beex
MB myTtauuit qas Poccuu Masio oT/iMYaeTcs OT 3HaYeHUH,
ToJTy4eHHBIX y1s1 cTpaH BocTounol EBpornbl, rie npoxxusaior
B OCHOBHOM 3THHYECKHE T'PYIIIb, HMEIOIHe CJIaBIHCKOe
npoucxoxaeHue. Y ciienosatesbHO, MOXHO NpeANoNararh,
4yTO JJISi BCEX CJIAaBSIHCKMX HapOJIOB XapaKTepHa GoJee
Hu3Kas pos mytauuu AF508, uem nas Haponos Ceepo-
3anagsoi EBponbl. Bropo#t mo pacnpocTpaHeHHOCTH B
uccaeyemolt BeiGopke 6biia mytauusi CFTRdele2,3(21kb).
Ee oTHocHTe/IbHasi YacTOTa NpeBLICHIA 3HAYEHHE, MOJIY-
YeHHOE B IpeiBapHTENbHOM HecsieoBaHuH [3]. Cunraercsi,
YTO 3Ta MyTallMsl UMEET CJIaBSHCKOE MPOUCXOXKAEHHE, HO
HaMH OHa Obl/1a OOHapy»KeHa H v G0JIbHBIX APYTHX HALMOHAJIb-
Hocted. JIBe myTauu B 13-M 3k3oHe reHa CFTR,2143AT u
2184insA sBASIOTCS OTHOCHTEJIBHO YacCThHIMH B HCCJIENO-
BaHHOH BbIOOPKE, X CyMMapHasi IO/l COCTaBJISIET OKOJIO
3,3—4%. HepnaBHo 06Hapy»X€eHO, YTO 3TH MYTalUH JOCTa-
TOYHO 4YacThl cpefu GoJibHBIX Yexun u Iloablim, yTo
TO3BOJISIET MPEATNOJNOXKHTD HX CJIaBSHCKOE IIPOHCXOXKAEHHE.
Kaxkercsi BEpPOSITHBIM, YTO BO3MOXKHO BBHIIEJHTH SIAPO
yacThIX “cjaBsHCKUX” MB MyTaluii, HO HX IIPOHCXOXKIEHHE
¥ HCTOPHS pacnpoCTpaHeHHUs TPeOyIOT AasbHENIIero ueele-
JIOBaHUS M YTOUHEHHUSI.

CymmapHas fossl HIeHTH(OUUHPOBAHHBIX MYyTalHi B
uccaieloBaHHON HaM# BhiGopke 6oabHBIX MB 13 Poccuu
cocraBisier okoio 75% ot ofuero Kosiuuectsa MB
XpOMOCOM, T.e. TpPHMepHO Y 55% GoabHBIX yraeTcs
onpeaeauTs o6e mytauun B reie CFTR, y 38,5% 60.b-
HEIX HMIEHTH(HUKpPOBAHA OfHA MyTauus, a y 6,5% obe
MyTallK He HWAeHTHHIHPOoBaHbL. [ToaTOMY B cembax, rue
OIMH MM 062 POAUTENS ABJSIOTCS HOCHTEISIMH HEHJEH-
THQUUMPOBAHHBIX MyTauui B reHe CFTR, mnpoBopuTcs
aHa/i3 BHYTPUI€HHBIX H BHETEHHBIX MosuMopdHbix JTHK-

MapKepoB AJ1s onpejiesieHust a3kl CUENIeHHsT MyTaHTHO-
ro amiens reia CFTR. JInsi KOCBEHHOTO TECTHPOBAHHUS
MBI HCTIO/Ib3YeM 4 BHYTpHreHHbIX (aunykneotuausix CA /GT
nosropel B 1, 8, 17B-HHTpOHAX M TeTpaHYKJIEOTHAHbIE
GATT nosropsl B 6A-untponHe resa CFTR: IVSICA,
IVS8CA, IVSI7BCA, INS6aGATT cOOTBETCTBEHHO) M
4 BHerenHbIx (XV2¢, KM19, CS7 u J3.11) nonumopdusma.
Boiiee npeanouTHTe/IbHEIM B KaUeCTBE MapKepOB SABJSIET-
Csl HCMOJIb30BAHHE BHYTPUTE€HHBIX MOJUMOPGHHU3MOB, TaK
KaK B 3TOM CJlyyae BEPOSTHOCTb KPOCCHHIOBepa MeXIy
MOJMMOP(HBLIM CaHTOM H CaHTOM MyTalUWH MpPaKTHYECKH
uckmoyeHa. Hanbosnee HHGOPMATHBHEIM B HCCJIEJOBAHHOM
Boibopke MB cemeli okasancs nmosnmopdusm /NSICA,
oko10 62,5% cemeli OMHOCTBI0 HH(OPMATHBHEL 110 3TOMY
mapkepy. IIpy coBMeCTHOM HCIOJIb20BaHHH BCEX MapkKe-
POB HH(OPMATHBHOCTb TecTa AocTHraeT 100% npakTHyecku
BO BCEX CeMbsiX, HMelomux OonbHoro MB peGenka. B
MTHII PAMH npoBezieHs! 53 rnpeHaTanbHbIX AHaTHOCTH-
KH MB B ceMbsiX BEICOKOTO PHCKa B NEPBOM TPHMECTpe
6epeMeHHOCTH. 33 JHArHOCTHKH TPOBENEHB METOAOM
npsIMOH HAEHTH(UKALKK poauTesbekux MB Mmyrauud y
moga (JIHK BopcuH XopHoHa), B 16 cayyasx BHSIBJSIH
M3BECTHYIO MYTALHIO OJHOTO POMMTENS M MCIOJb30BAJH
uHpopmarusHble JIHK-Mapkepbl i1 onpenesieH|st MyTaHT-
HOH XpOMOCOMBI APYTrOro pofHTeJs, 4 JMarHOCTHKH Mpo-
BeJIeHbl KOCBEHHBIM METOZIOM C HCIOJIb30BaHHEM MapKepHBIX
cucreM. B 13 cayuasx nion yHacjiejoBajl TOJbKO HOpMaJib-
HBlE XPOMOCOMbI popuTeNed, B 27 SIBASUICS 3[0POBBIM
HOCHTeJNEM OJHOH MyTalUMH W B 13 ciayudasx miof Obui
TNOpaX<eH.
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MEJIUKO-COIIMATTBbHOE OBECIIEYEHHUE
BOJIbHBIX MYKOBUCIIU/IO30M

Komurer 3apaBooxpanerust MockBbl;
Menuko-reHeTHaeckuii HayaHblit ientp PAMH, Mocksa

MEDICAL AND SOCIAL PROVISION OF CYSTIC FIBROSIS PATIENTS
Z.A.Blistinova, V.A.Proshin, N.l.Kapranov, N.Yu.Kashirskaya

Summary

The article represents a positive experience of the cooperation between the Russian Cystic Fibrosis Center,
the Moscow Department of the Public Health and an Association of Cystic Fibrosis Childrens’ Parents. Such joint
work made possible to develop individual treatment schemes and to organize timely outpatient observation of these
patients, to provide a treatment continuity of cystic fibrosis patients between the Russian Cystic Fibrosis Center
and paediatric outpatient departments as well as Adult Cystic Fibrosis Patients’ Center. It also permitted to arrange
a distinct scheme for the full medicine provision and rehabilitation of cystic fibrosis patients and to improve their
quality of life, to control precisely and to diminish financial expenses for cystic fibrosis patients’ treatment; to train
doctors and nurses of Moscow outpatient departments in cystic fibrosis patients' management and to improve a
quality of outpatient medical care for cystic fibrosis patients.

Pe3iomMme

B cTatbe npeacTasneH NoNoXUTENbHbI OMNbIT COBMECTHOM paboThl POCCUIACKOro LieHTpa MyKOBMCLMA03a,
Komuteta sppasooxpanenus Mocksbl 1 Accoumaumm poauteneit aeteit, 60/bHbLIX MyKOBUCLMAO30M, NO3BOMMBLLINIA
paspaboTaTb MHOMBUAYaNbHBIE CXEMbI IEYEHVSt U CBOEBPEMEHHOE AMcraHcepHoe HabnioaeHve 6onbHbIX, 06ecneynTs
NPEeMCTBEHHOCTb B NeveHun GOoMbHbIX MYKOBUCLMAO30M Mexay POCCMIACKUM LEHTPOM MyKOBMCUMAO3a W
AETCKUMU ropoOAICKUMMU MONIMKIMHUKAMMU, a TaKXe LIEHTPOM 18 B3POCbIX 60NbHLIX MyKOBUCLMA030M, HanaauTh
YETKYI0 CXEeMy NONHOrO NEKAapPCTBEHHOrO 0GecrneyeHns U peabunmuTaumm 60nbHbIX MYKOBMUCUMA030M, YNy4lIUTb
Ka4ecTBO XM3HU 6ONbHBIX, 06eCNeYnTb HETKUIN KOHTPONL 33 HUHAHCOBLIMU 3aTPATAMM U YMEHBLUMTL AKOHOMUYECKUE
pacxoabl Ha neyeHme G0NbHBIX MyKOBUCUMA030M, 06eCneunTh NOBbILEHUE YPOBHSA 3HaHWI Bpayeii U cpeaHero
MEAULUMHCKOro nepcoHana ambynaTopHO-NoAMKIMHUYECKUX yupexaeHnii Mockss! o npobneme MykoBucuuao3a
V1 NMOBLICUTbL Ka4ECTBO OKa3aHWs MeAVLIMHCKO NOMOLLM 60NbHLIM MYKOBUCLMAO30M B aMBYNaTOPHO-NOMMKNIMHUYECKUX
YCNOBUSAX U B YCNOBUSIX AHEBHOIO CTauMoHapa.

MyKOBHCUHMI03 SIBJISIETCS] BaXKHOH MEIMKO-COLHaJIbHOM
npobaeMoH, YTO CBf3aHO C OOJBIIHMH MOpaJbHBIMH,
(hH3HMUeCKMMH M MaTepHasIbHBIMH 3aTpaTaMH OpraHoB

3[paBOOXPaHEHHs!, CeMbH H OOIIEeCTBAa B LEJOM Ha AWar-
HOCTHKY, JIeYeHHE, PeaGHIUTALIHIO Y COLMAITBHYIO aflaNnTaLHIo
6onbHBIX [3].
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MYyKOBHCIIH/I03, HIIH KUCTO3HBIH (hUOPO3 MOKENTyI0YHOH
XKeJlesbl, XapaKTepusyeTcsi HeJJoOCTaTOYHOCTBIO BHELIHe-
CeKpeTOpHOH (DYHKLHMH MOJPKENYHOYHOH XKeNie3bl, U3Me-
HEHHSIMH GPOHXOJIETOYHOH CHCTEMBI, XKeJTyI04HO-KHILIEYHOTO
TPaKTa, a TaKXXe B TOH WJIH MHOH CTENeHH MOpaKeHHeM
BCEro opraHuMama B LiesioM. BosiesHb nopaxaer pasjiuuHbe
CHCTEMBbI OpraHu3Ma ¥ HMeeT pasHOOOpasHYIo CHMIITOMA-
THKY, HO TIPOJIOJIXKUTENILHOCTD XKH3HH GOJILHBIX B OCHOBHOM
06ycJioBJIeHA CTENEHbIO NMPOTrPeCCHPOBAHUS MOPAXKEHHS
serkux [5]. B ocHOBe nopaKeHHst JIErKHX JIeXXaT 2 OCHOB-
HbIX (hakTOpa: BHICOKAsl BSI3KOCTb MOKPOTHI M BOCMAJIH-
TeJIbHAsl peaklysi Ha XpoHHYecKyio HHpekimio [1].

MyKOBHCLIHI03 — OIIHO M3 HaHGOJIee YaCTHIX ayTOCOMHO-
PELeCCHBHbIX HAaCJeACTBEHHbIX 3a0oseBaHui. Kaxubii
20-#1 XUTENb MJIaHEeTHl BJSIETCS HOCHTEIEM 1e(hEeKTHOTO
reda. B 1989 r. Gbl1 BHZEJNEH W JIOKalH30BaH TeH
3a2060J1€BaHUsl, PACMOJIOXKEHHBIH Ha LJIHHHOM IlIe4ye Xpo-
MocoMbl 7. Beqien 3a 3TUM OblJl BEIIEJIEH 3aKOAWPOBAHHbIH
uM Gesiok, HasBauHB “Cystic Fibrosis transmembrane
conductance regulator” — CFTR [1]. Hecmotpsi Ha To
4YTO MYKOBHCIIHO03 SIBJISIETCS HACJIeACTBEHHEIM 3a60JIeBa-
HueM, B coorBeTcTBHH ¢ MKDB-10 3a6osneBanue “Myko-
BHcLMA03” otHocuTes K IV knaccy Gonesneir “Dosesnu
SHIOKPHHHOU CHCTEMbl, PACCTPOHCTBA NMHTAHUS H Hapy-
weHHst o6meHa Bewects” (E-84.0 — E-84.9 — Kucros-
HBIH (UOPO3).

Panblile MyKoBHCLHI03 cyHTalCs daTaibHBEIM 3a60oJe-
BaHMEM, TaK KaK OOJIbLIHHCTBO JeTeH He MepexxuBalio
5-neTHero BospacTa. B HacTosiiee Bpemsi OGuarofaps
JIyquieMy IMOHHMAHHIO NaToreHesa 3a60JeBaHusl, paHHEH
JIHarHOCTHKE, COBEPLIEHCTBOBAHHIO JIeYeOHO-peabHIIHTalliOH-
HBIX MEPONpPHUSITHH CPENHAs TPONO/IKHTENLHOCTh XKU3HH
yBesnuuBaetcs fo 30 sner. Ha cerogusiuHui eHb npo-
JIOMKHUTEJIBHOCTD YKH3HH GOJIBHBIX C MYKOBHCLHAO30M B
Poccun pasusiercss 16 romam, a B BenunkoGpuTaHHH,
Kanape, CLIIA — po 30 ser, B Januu — zo 40 net [2,7].
B mocsierie roibl NPOAOIKHTENBHOCTD XKH3HH GOJBHBEIX B
MockBe TaKkxKe YBeJUYHBAETCH U CcOCTaBasgeT 22—23 ropa.

Bousiee 30 sieT Ha3az GblJIH 3a/10XKEHBI OCHOBBI JIEUEHHS
60JIHBIX MYKOBHCLIMIO30M, NPUHATLIE W CEFOAHS, U OCHOBAH-
Hble Ha 6opbbe C JIerOYHbBIMH HH(EKUHIMH, YaydylIeHHeM
JIpeHHPOBaHHUSA OPOHXOB M 0COOOM BHHMAHHH K MHTaHUIO
6oabHOro. B HacTosIee BpeMs OCHOBHOH LIeJIbIO SIBJISIETCS
UCIOJIb30BAHHE HOBBIX METOJIOB JIEUEHHUST JIst COXPaHEHH S
CTPYKTYPHl, (pYHKUHH JIETKHX K TOMY BpeMeHH, Koraa
OynyT NMPUMEHHMbl M JOCTYMHBl T€HETHUECKHE METOMbI
nevenus [1].

BosibHbIe MYKOBHCLHI030M HYXXIAIOTCS B KOMIJIEKCHOM
MEeIMLMHCKOH TOMOIUM NMPH aKTHBHOM YYaCTHH Bpauei
pa3HbIX CNeHalbHOCTEH: MyJIbMOHOJIOTOB, FaCTPOIHTEPO-
JIOroB, (pH3HOTEPANeBTOB, AHETOJIOTOB, A TaKXe CPENHEro
MEIHLMHCKOTO MepcoHasa, TNCHXOJOTOB M COLMAJIbHBIX
pabOTHHKOB.

OcoGeHHO Ba)KHa CErofiHs CBOeBpeMeHHast MeIMKO-COLH-
asbHast OMOILb GOJILHBIM MYKOBHCLIMI030M, KOTOpasi o6ec-
MeYHBaeT KauyeCTBO XKHM3HM KaK caMHM OOJIBHBIM, TaK H
CeMbH B LIEJIOM.

B nocJieiHne rofibl 3HaUMTEIbHO H3MEHHJIOCh IOHUMaHHe
npo6JIeMbl MYKOBHCLHA03a CPEIH MEAULIMHCKHX PaGOTHHKOB
M OpPraHU3aTOPOB 3JIpPaBOOXPAaHEHHS. IDTO HPOHUCXOAUT

6aarofapst akTHBHOH pa6orte Poccuiickoro ueHTpa MyKo-
BHCLMJI03a, TECHOMY B3aUMOAEHCTBHIO LIeHTpa ¢ Mexay-
HapOIHOM accolualued no mykosucuuaosy (MAM). Uc-
noab3ysi onbit MAM, MBI COBEpLIEHCTBYEM CHCTEMY
OKa3aHHsl MEIMKO-COLHaJbHOH momou B Poccuiickoit
Penepaumu 1 Mockse. B HacTosiiee BpeMsi pacluupsieTcst
ceTb Pecny6/MKaHCKHX U PErHOHAJbHBIX LEHTPOB MYKO-
Bucuuposa — Oojee 20 B Poccuiickoit Penepaumy.
Cospana accouuauust poauteseii 60bHEIX feTel, KoTopas
coBMecTHO ¢ POCCHACKHM LEHTPOM MYKOBHCLHIO03a TPO-
BOAHUT OOJIbLIYIO MPOCBETUTENBCKYIO, TICHXOJIOTHYECKYIO,
1paBoBYIO paboTy MO pa3bsCHEHHIO MPOGJEeMbl MyKOBHC-
UMJ03a H BaXKHOCTH Y4YacTHSl pOjHTesNeH B mpouecce
JieyeHHsl, peabW/IMTalMH, afanTaudHd K COBPEMEHHBIM
YCJIOBHAIM KH3HH OOJILHBIX JETEH.

Bo/sbHOH MYyKOBHCUMI030M peGeHOK AO/KEH HMEThb
TaKHe K€ BO3MOXKHOCTH VISl Pa3BUTHSI CBOMX CIIOCOGHOCTEH,
KaK M 310poBbie AeTH [4]. Uccnenosanus, nposeneHHbIe
COTpYAHHKaMH PoccHiCKOro eHTpa MyKOBHCLHA03a, 110-
Kasalld, HAaCKOJbKO Ba)KHa MOCTAHOBKA 3ajjaud MNepej
GOJILHBIM M POAMTENSIMH AJIsl NOCTHXKEHHS d(deKTa OT
NpoBOAMMOH TepanuH. HeoO6XoHMMO akTHBHOE OGLIEHHE
neted W MOAPOCTKOB CO CBEPCTHHKAMM, HX MpodopHeH-
Tauus. JleTd, cTpajaolye MyKOBHCLHA030M, HMEIOT BbI-
COKHH ypOBEHb OJIJapEHHOCTH, Bbllll€ CBOEro (PH3HOJOTH-
YyecKoro Bo3pacTa I10 [IOHHMaHHIO Jojiel. Bmecre ¢ TeMm,
Kak GOJIbHBIE JeTH, TaK H HX POJMTENH, MOABEpPKEHHI
XPOHHYECKOMY HEpBHOMY CTPecCy M Pa3jIHUHBIM MCHXH-
YeCKHM PacCTPOHCTBAM, CBSI3aHHBIM C TSXKECTBIO Teye-
HHS, HeOGJIaronpUsITHEIM NPOTrHO30M 3a60JIeBaHHs ¥ HE0O6-
XOIMMOCTBIO €XKe/IHEBHOr0 CHCTEMaTHYECKOro NPOBEeHHS
aKTHBHOTO JIEUeHH sl CAaMHM GOJIbHBIM (peryJisipHbli npueM
(epMeHTOB, MyKOJIHTHKOB, aHTHOHOTHKOB M APYTHX Jie-
KapCTBEHHBIX PENapaToB, NPOBEeHHE KHHE3HTEPAIHH),
a TaKXXe y4yacTH§l POAUTEJEeH W APYTHX UYJIEHOB CEeMbH B
atom npouecce [6]. JletH, cTpajaiomume MyKOBHCIHMAO30M,
SIBSIIOTCS HHBAJMAAMH M HYXJAAIOTCS B MOCTOSIHHOM
ornexe popuTeJseH.

Komuter 3npaBooxpaHeHus1, TOHHMAst CJIOXKHOCTD CErofi-
HsILIHEeH COLMabHO-9KOHOMHYECKOH CUTYalLHH, MbITaeTCs
MaKCHMaJIbHO peLlaTh MpobeMbl GO/bHBIX MYKOBHCIIHA030M,
paGotasi B TeCHOM KOHTakTe ¢ POCCHHCKHM LEHTpOM
MYKOBHMCLIM/I03a, acCOlMalHed poauTeIel neTel, cTpanaio-
LHX MYKOBHCIHI030M.

Tabnuuya 1

Pacnpenenenue 60/bHbIX MyKOBUCLUA030M MO BO3PacTy
n nony (8 % or obwero konuyecTsa 60NbHbIX)

Bo3pacT 6oAbHbIX, Bcero Maneumxu Aesouxn
PO abe. % abe. I % a6e. %

0—3 7 7.3 5 5,2 2 2,0
87 19 19,8 9 9,4 10 10,4
7—15 43 44,8 29 30,2 14 14,6
15—18 15 15,6 9 9,4 6 6,2
Crapwe 18 12 125 7 03 5 8,2
Bceero... 96 100 59 61,5 37 38,5
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Tabnuua 2

CpoKu yCTaHOBMEHUA AMardo3a “mykoBucumaos” y 6osnbHbIX
B Mockee

Tabnuuya 3

BospacT 605bHbIX, B3ATbIX Ha yyeT B 1998—2000 rr.,
C BriepBbie YCTaHOBJIEHHbIM AuarHo3om “mykosucuupos”

Bospact nocraHoBkM AnarHosa Yucno GonbHbix %
Mo 1 ropa 42 46,7
1—3 ropa 21 23,3
3—5 ner 9 10
5—7 net 6 6,7
7—10 net 4 4.4
Crapwe 10 net 8 8,8

B Mockse cocTosiT Ha yuyeTe 96 GosibHBIX, H3 HUX 84
yesioBeka 10 18 ner u 12 crapwe 18 ner (naHHble Ha
susapb 2001 r.).

B obueit cTpykType G0JbHBIX MYKOBHCUHI030M AETH
mKosibHoro Bospacta (7—18 set) cocraBasior 6Gosiee
60%; BO BCeX BO3PACTHHIX Ipynnax npeobJajaioT Majb-
yuky (Tabu.l).

OnpenensioniMi MOMEHTAMH TPH MYKOBHCLIMIO3€ SIBJISI-
I0TCSl paHHAS [UarHOCTHKa 3aboJieBaHUS, aJleKBaTHOE
JieueHHe U peabUIIMTaLus], obecreynBaroIye 60see BEICOKHEH
TepaneBTHYECKHH 3(deKT, U yBeJHUEeHHE TNpPOAOIKH-
TEJIbHOCTH JKHM3HH OGOJIbHBIX.

HecmoTps Ha focTaTOuHYIO CeTh KBAMTH(DHUIHPOBAHHBIX
Jie4e6HO-NIPOPUIAKTHUECKHX YUPEX/IeHHH, BbICOKOKBATH(DH-
LIMPOBAHHBIX CMEHaNHCTOB B MoCKBe, IMarHo3 “MyKoBHC-
1H103” 6oJjiee UeM B MOJIOBHHE CJIyyaeB YCTaHABIHBAETCS
B BO3pacTe crapiue 1 rofa, Hepeaxo B LIKOJLHOM, a B psilie
cllyyaeB B MOAPOCTKOBOM H I0HOLIECKOM Bospacte (Ta6:.2).

B CHIA y 70% 6oJbHBIX MyKOBHCIMAO03 AHATHOCTHPY-
ercsl B BogpacTe 10 | rona, a x 8-u rogaM BHISIBJISIETCS Y
90% [71.

ITpennonaraemast poxaaeMocTh J€TeH ¢ MyKOBHCLIHAO30M
B MockBe — 10 peTeit B rofi, a Ha AMCIAHCEPHBIA y4eT
C BHEpBble YCTAHOBJIEHHBIM JHarHo3oM ObIM B3STH B
1998 r. 7 yenoBek, B 1999 r. 5, B 2000 r. 4. IIpu atom
IH¥arHo3 OB YCTAaHOBJEH B pslle CIydyaeB TaKkXe B
WKoJMLHOM Bospacte (Ta6i1.3).

HecmoTpst Ha TO 4TO nmepBble NMPOSIBJIEHHST KHIIEUHOTO
CHHJpoMa y OOJIbHBIX B OOJIBLIMHCTBE CJy4yaeB OTMeYa-
JHch 110 6 Mec JKM3HH, PeCIMpaTOPHOrO CHHApPOMa — JI0
1 rona, yctaHoB/IeHHe AHarHo3a “MYKOBHCLHJ03” 3amas-
IbIBaeT, 4TO yKa3blBaeT Ha HENOCTAaTOYHbIE 3HAHHS 110
JlaHHOH Tpo6JieMe W OTCYTCTBHE HACTOPOXKEHHOCTH B
MJiaHe HacJleICTBEHHOH NaTOJIOTHH Y Bpauel Kak IepBHu-
HOro 3BeHa (amMGyJIaTOPHO-TIOJMKIHHHUYECKOMH CJIyKOHI),
TaK M CTallMOHAPOB.

KomuTeT 31paBoOXpaHeHHs! COBMECTHO ¢ PoccuiicKum
LIEHTPOM MYKOBHCLH03a C Y4€TOM HAKOIJEHHOrO OIbITa
paboThl €XerofHo NMPOBOAUT HAYYHO-PAKTHUECKHE KOH-
(hepeHUMH C LeJbl0 NMOBHILIEHHS 3HAaHWH MO Npobieme
MYKOBHCLM/03a IJIsl BpaueH-NeuaTpoB, Bpayel-crenna-
JIUCTOB; JIEKLIHH, CEMHHAphl — ISl CPEIHUX MEHLIHHCKHX
PaGOTHHKOB IETCKHX FOPOACKHX MOJHKJIHHHK H GOJMBHHILL.

OcHoBHas couMasibHast JbroTa AeTei-HHBAJHIAOB —
3T0 GecniiaTHOe JieKapcTBeHHOe obecnedenue. [lepeuenn

1998 r. 1999 r. 2000 r.
Boapacr (n=7) (n=5) (n=4)
GOonbHbIX
a6e. % a6e. % aGe. %
Ho 1 ropa 3 428 4 80 2=
1—3 ropa 2 28,6
3—5 net 2 28,6
6 ner _ 1 20
11 ner 1 25
13 net 1 25

JIEKapCTBEHHBIX CPEACTB W HM3/eJIHI MEIHIMHCKOro Ha-
3Ha4eHHs, OTIyCKaeMBIX 110 pelenrtam Bpauer 6ecriaTHO
HJIH CO CKHJIKOH B MoOCKBe, YTBEPXK/IEH paclopsipKeHHeM
Mbapa Mockesl ot 20.08.99 r. Ne 900-PM 1 cooTBeTcTBy-
foluM npukasom Komurera 3npaBooXxpaHeHHS.

JleTH-HHBaAJU/B! BKJIOYEHE! B lepe4YeHb KaTeropuii Ha-
CeJIeHHs!, UMeIOILMX MpaBo Ha 6ecryiaTHoe obecrneyeHue
JIEKapCTBEHHBIMH CPEJICTBAMH B aMOYJIATOPHBLIX YCJIOBHSIX.
Kpome Toro, sa6oseBanne “MykoBucuupos” (y merteit)
BKJIIOYEHO B NepeyeHb 3a6osieBaHHMH, MAIOIMX NPaBO Ha
BBINUCKY JIbTOTHBIX PEleNTOB Ha (PepMEHTHI.

B nensx ynayuiieHusi oGecrieueHHsl JieKapCTBEHHBIMH
cpeAcTBaMH JieTeH GOJIBHBIX MYKOBHCIMAO30M H HX pea-
OUIHUTALHH B YCJIOBHSIX IETCKHX FOPOACKHX TMOJHKJIHHUK
HOPMaTHBHBIMH JIoKyMeHTaM# KomMuTeTa 31[paBooXpaHeHHs]
perJiaMeHTHpPOBAH NepeyeHb H CpelHeMecsiyHasi NoTpe6-
HOCTb YKH3HEHHO HEOOXOJIMMBIX JIEKapCTBEHHBIX NPEMaparos,
a TakXe 3aKpeljieHa OTHeJbHasl anTeka.

Cneunanucramu Poccuiickoro ueHTpa MyKOBHCIHI03a
pa3paboTaHbl HHIAMBHAYaJbHbIE CXEMBl JIEYEHHsI AeTel
6OJMBHEIX MYKOBHCLH/I030M C YYETOM YTBEPXKAEHHOrO Ie-
peyHs JleKapCTBEHHBIX cpelcTB. ExexBapTanbHO hopmu-
pyerTcsi 3asiBKa Ha XH3HEHHO HeOOXOIMMEIE JIEKapCTBEHHBIE
npenaparsl AJjsi GOJBHBIX MYKOBHMCLMZO30M B COOTBET-
CTBHH C NMOTPEOHOCTSMH U YHUCJIOM OGOJBHBIX, COCTOSIIIHX
Ha yyeTe, H YTBEPXKJEHHBIM IepeyHeM JIeKapCTBEHHBIX
CPEACTB.

JleueHue sBISI€TCS KOMIIJIEKCHBIM H JOPOrOCTOSILIMM H
BKJIIOYAeT LeJbIH S/l IeKapCTBEHHBIX IIpenapaToB: aHTH-

Tabnuuya 4

CroumocTsb nieyeHua 60MbHbIX MYKOBMCUMO030M B Pa3siINyHbIX
CTpaHax

Crpana CroumocTe nevenus 8 roa, USD
CLLA 15 000
BenukobputaHus 18 700
Poccus
B CyWecTByloLmX 29 ueHTpax 3 000
B Tom ynucne Mocksa 10 000
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Ta6bnuua 5

MpoAOMKUTENBEHOCTL XU3HU GOJIbHBIX MYKOBUCLMA030M
B EBponeiickux ctpaHax, Poccuuiikoin Pepepauunu, Mockse

Sidns Meawana Mpouext
Crpana BLOKMBAEMOCTH, 6OnbHbLIX
GONbHLIX
roas! crapwe 15 ner
Huaepnanab 954 27 42
epmanusa 2447 H/n 38
Hanus 330 >40 47
Benukobputanus 5200 27 41
Lseuus 408 >25 H/n
Wranus 3046 >25 40
Poccus 1460 H/n 12
B TOM uucne Mockea 96 H/n 26

MpumeyaHwue. H/o — HET AaHHBIX.

OUOTHKH, MYKOJUTHKH, OPOHXOJHUTHKH, (pepMEHTHl MOJ-
XKeJyIOYHOH >KeJie3bl, TeaTonpoTeKTOPE W BHTAaMUHbI
(ta6un.4).

[ToHuMast BaXKHOCTb HaOJIOJeHHS peGeHKa Yy ONHOro
Bpaua C pOXK/JEHHUSI 10 COBEPLICHHOJIETHSI, OCOGEHHO TSIXKeJI0-
6onbHOro peGeHKa, KakuM siBjisieTcsl 60JbHOH MYKOBHCUH-
JI030M, COOTBETCTBYIOILMM MNpHKa3oM Komurera 31paBoox-
paHeHusi ¢ mapra 1999 r. GosbHBIE MYKOBHCLHMIO30M B
Bo3pacTe Jio 18 JieT ocraBiieHbl oA HAOJMIOEHHE B IETCKUX
TFOPOICKUX TOJMKIMHUKAX (10 BEIXO#A NprKasa MUHHCTep-
ctBa 3npaBooxpaHeHuss P ot 05.05.99 r. Ne 154 “O
COBEpUIEHCTBOBAHHHM MEIHLMHCKOH MOMOIM AETAM MOJ-
POCTKOBOTO Bospacra”).

BonbHeie MockBhl 10 18 JeT HaxoAsATCsl Ha aKTHBHOM
AMCNaHCepHOM HabJofieHHH B HayuHO-KIHMHHYECKOM OT-
nene mykoBucuuaoza MIHL] PAMH na 6ase Poccuiickoit
JIETCKOH KJIMHHYeCKOH GoJIbHMIBI, cTapuie 18 jer — B
HHUW nynsmonosory M3 Poccuu Ha 6ase ropojcKoi
KJIMHUYECKOH GosbHHUIBI Ne 57.

B cooTBeTCTBHH C NMPOTOKOJIOM JiedeHHs 4 pa3a B Toj
NPOBOASATCS IJIAHOBBIE MEJULIMHCKHE OCMOTPHI GOJIBHBIX,
KOpPPEKLHs NPOBOAMMON TepanuH, ONpenelsioTcs IoKa-
3aHUS K FOCHUTANM3AUMH U MPOBEJCHHIO BHYTPHUBEHHON
aHTHOMOTHKOTEPANHH Ha JOMY, B YCJOBHSIX AHEBHOTO
craunoHapa. Kpome Toro, ofiMH pas B rop Bce GOJbHBIE
NPOXOAAT yrayGNeHHBIH MeAUUMHCKHH ocMoTp (mpH He-
06XOIMMOCTH TOCIIUTATH3UPYIOTCS) ¥ MM BBIIAETCS FOLOBOE
3akmioueHre. K npeumyliecTBaM akTHBHOTO CHCTEMATH-
yecKoro HabJIio[ieHHsl B aMOYJIaTOPHBIX YCJIOBHSIX CJIENyeT
OTHECTH: YETKHH KOHTPOJIb 3a KauecTBOM, 3(h(eKTHBHO-
CTbIO JieueHHs!, ()MHAHCOBBIMH 3aTpaTaMH Ha JieueHHe,
GecnepeGoiHoOe, peryJspHoe JieueHHe W CBOeBpeMeHHast
€ro KOppeKIHs ¢ UeJbIo NPefynpexXaAeHUs TsKeabX 060-
CTPEHHH, CBSI3aHHBIX C MEPEKPeCTHOH H cynepHH(beKIHeH,
TIOJIOXKHMTEJIBHOE TICHXOJIOTHYECKOe BO3/IeHCTBHE Ha GOJILHOrO
U CeMbIO B LIEJIOM.

Peasn3anusi HOpMaTHBHBLIX JIoKyMeHTOB KomuTeTa 3zipa-
BOOXpaHEHHsI, YTBEPAMBIUHX MepeyeHb XXH3HEHHO Heol-
XONHUMBIX JIEKAPCTBEHHBIX CPEACTB AJIS GOJBHBIX MYKO-

BHCLIH/I030M, T03BOJIMJIA 0OecrneuuTh 6ecniiaTHOe, CBOEB-
peMeHHoe JieueHHe OOJIBHBIX M YJYYLIHTb MaTepHaJbHOe
TIOJIOXKEHHE CeMel HMEeIOIUX GOJbHBIX MyKOBHCLH/IO30M.

B pasBHTHIX cTpaHaX B MOCJEAHHE IOkl OTMeYaeTcs
yBeJIMYeHHE MPOJOIKUTENbHOCTH XKU3HU GOJIbHBIX MYKO-
BHCLIHJI030M B CBSI3H CO CBOEBPEMEHHOH AHarHOCTHKOM U
afieKBaTHBEIM JieyenueM (1a6i1.5).

AKTHBHOE COTPYAHHYECTBO H YETKOE B3aHMOJEHCTBHE
Komurera 3npaBooxpanenust Mocksbl, Poccuiickoro ueHTpa
MYKOBHCLHMI03a H, Accouuauuu poauTeneil netei 60Jib-
HBIX MYKOBHCLH/I030M IO3BOJIMJIO OGECIIeYUTh CO3[aHHE
perucTpa 60JbHbIX MYKOBHCIMI030M B MocKBe; paspaboTaTh
HHAMBHAYaJbHbIE CXEMBEI JIEYeHHS] H CBOEBPEMEHHOE JHC-
naHcepHoe HabJiofieHHe -O0JbHBIX; KOPPEKLUHIO TepanuH
B 3aBUCHMOCTH OT H3MEHEHH S COCTOSIHHUSI 60JIbHOTO; obec-
TMEeYHTH NIPEEMCTBEHHOCTh B JIEUEHHH GOJbHBIX MYKOBHC-
LIMA030M MeXay POCCHICKHM LIEeHTPOM MYKOBHCLIM03a H
JIETCKMMH TOPOACKUMH NOJHKJIMHHKAaMH MOCKBE, a TaKxXe
LEHTPOM AJIsi B3POCJBIX GOJIbHBIX MYKOBHCLMAO30M; Ha-
JAIUTh YETKYIO CXEMY JIeKapCTBEHHOro obecrnevyeHHs U
peabuMTalMH OOJBHBIX MYKOBHCLHZO30M; 06ECrnevyuThb
YETKHH KOHTPOJIb 32 (PHHAHCOBBIMH 3aTPaTaMU U YMEHBLUHTD
9KOHOMHYECKHE PacXObl Ha JieyeHHe GOJIbHbIX MyKOBHC-
LIMI030M; YJIYULIHTh Ka4eCTBO XKH3HH GOJbHBIX; obecre-
YUTb MOBHILIEHHE YPOBHSI 3HAHWH BpaueH U CpefHero
MEIHULHHCKOro NepcoHalIa aMOyJ1aTOPHO-TIONHKIHHHYECKUX
yupexJeHHH 1o npobjeMe MYKOBHCLHJ03a H MOBBEICHThH
KayecTBO OKa3aHUSI MEAHMLMHCKOH MOMOIIM OOJIBHBIM MY-
KOBHCLM030M B aMOyJaTOPHO-TIOJMKJIHHHYECKHX H B
YCJIOBHSX AHEBHOTO CTAllHOHAapa.

IMonoxurenpHb onblT pa6oThl Poccuiickoro ueHTpa
MyKoBHcLHI03a H Komurera spaBooxpaHeHHss MOCKBbI
110 rapaHTHPOBaHHOMY O6ecreyeHHIO GOJIBHBIX MYyKOBHCLH-
JI030M JKM3HEHHO HEOOXOAHMBIMH JIEKAPCTBEHHBIMU CPeji-
CTBAaMM B HACTOSIILIEE BPeMsI MCMOJb3YETCsl PYKOBOLHTE-
JIIMH OpraHOB 3[1paBOOXpaHeHHsI B MOCKOBCKOH 06/1aCTH
u B psine perdoHoB Poccutickoit Pepepauun.

[TomuMo GecriaTHOro JieKapCTBEHHOrO OGecrnedyeHHts,
60JIbHBIE MYKOBHCLHJ030M HMEIOT PSSl APYTHX COLM-
aJIbHBIX JIBTOT: TIEHCHOHHBIE JIBIOTHI, JIbFOThI [0 TPYAOBOMY
3aKOHOJATeJbCTBY, M0 BOCHHTAHHIO H OOYYEHHIO meTel-
MHBAJMAOB, TPAHCIIOPTHBIE JIbIOTH, MO MEJHLIHCKOMY,
CaHATOPHO-KYPOPTHOMY M MpPOTE3HO-OPTONEHYECKOMY 00-
CJIy’KHBaHHIO, JIbTOTHI MO MOAOXOAHOMY HAJIOTY, XKHJIHILHEIE
JILIOTHI, KOTOPBIE MOAPOGHO H3J/0KeHb! B HH(HOPMALHOHHOM
6lomneTeHe PoccHiicKoro eHTpa MyKoBiCLHa03a “MyKo-
Bucuuao3”, 2000 r., pekOMeHAOBaHHOM MJIsi POAMTEJNEH,
MEJHLUHMHCKHX pPabOTHHUKOB, COLMAJbHBIX pabOTHHKOB, Iie-
JlaroroB LIKOJ, COTPYAHHKOB JETCKHX JOLIKOJBHBIX Yu-
peXXIeHHuH .
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BUODJEKTPUYECKUE CBOMCTBA DIIUTEIUSA IBIXATEJIBHBIX
ITYTEH Y BOJIbHBIX MYKOBUCIIJIO30M

HHWH nynsmoHomorin CaHkT-[TeTepGypreKoro rocyiapcTBEHHOrO YHUBEPCHTETA MM, aKal.
W.I1.I1apnoBa

BIOELECTRIC PROPERTIES OF RESPIRATORY EPITHELIUM IN CYSTIC FIBROSIS PATIENTS
E.N.Mitkina, T.E.Gembitskaya, L.A.Zhelenina, A.G.Chermensky, A.V.Orlov, E.K.Dotsenko

Summary

Cystic fibrosis (CF) is characterized by disorders of chloride secretion and sodium absorption in exocrine
epithelium. A crucial location of these ion disorders is the respiratory epithelium. Such ion pathology forms a
transepithelial electric potential difference. It is hard to measure tracheobronchial electric potential difference, so
a method for measuring nasal potential difference (NPD) was created.

We measured baseline values of NPD in 100 patients (including 45 CF patients) and in 15 healthy volunteers.
More significant negative values of the average baseline NPD were registered in the CF patients (42.2+1.4 mV)
compared with healthy and COPD persons (-18.3%1.8 and 19.2+0.6 mV accordingly, p<0.0001). NPD values in 6
(13%) CF patients with typical clinical features, normal or boundary sweat test results and CF gene confirmation
were compatible with CF bioelectric profile. Meantime 3 COPD patients had increased sweat test results and a low
NPD level.

Under amiloride hydrochloride blocking sodium channels the basal NPD was inhibited greatly (up to 66%)
in CF patients, whereas the same value in COPD patients was 36.7%.Therefore, the NPD reflects the principal CF
disorder. Its increase under the amiloride influence more than 60% is thought to be used as an additional diagnostic test.

PesiomMme

Mykosucunnos (MB) xapakTepuayeTcs HapylieHUeM CeKpeuumn MOHOB xnopa u abcopbumm MOHOB HaTpuA
B 3NUTENUU SK30KPMHHBIX Xenes. Kputuieckum MecToMm, rae peanuayloTesi 3TU HapyLUEHUS, SBNSIETCS PECrMpaTopHbIi
anuTenuin. CHKeHne cexpeumm MOHOB xnopa v runepabcopbums MOHOB HaTPUs GOPMUPYIOT TPAHCANUTENNANLHYIO
Pa3HOCTb 3NEKTPUYECKMX NOTEHUMAnoB. MiamepeHue TpaxeoBpoHXManbHOM PasHOCTU 3NEKTPUYECKUX NOTEHLManos
CONPSXEHO C PAAOM TPYAHOCTElR, N03aToMy b paspaboTaH METO, M3MEPeHNst PasHOCTU HasanbHbIX NoTeHuwmanos (PHIM).

Hamu Gbinm namepesl 6asanbHble BenvynHbl PHI y 100 6onbHbix, M3 KoTopbix 45 Gonenn MB, a Takxke y
15 3poposbix nobpoeonbues. CpeaHve BasanbHblie BenuumHbl PHI y 60nbHbIX MB umenn 6onee BblpaxeHHbIe
oTpUUaTeNbHbLIE 3HAYEHWs, YeM Y 340POBbIX N1l 1 Yy 6onbHbiXx XH3J1 (-18,3+1,8 1 19,2+0,6MB cOOTBETCTBEHHO,
p<0,0001), u coctaBunu -42,2+1,4MmB. Y 6 (13%) 60MbHBIX, UMEIOLLMX TUNMYHYIO KIMHUKY MB 1 HopmanbHble unu
norpaHuyHbie 3HaveHns xnopuaos nota, PHIM 6bina cpasHuMa ¢ “BrMoanekTpuyeckum npodunem”, xapakrepHbivM ans
MB. MMoaxe awarHoz MB y Hux Gbin noATsepaeH reHetuyecku. B To xe Bpems y 3 GonbHbix XH3J1 ¢
MNOBbILWEHHLIMU 3HaYEeHUAMU XNOPUAOB NOTOBOM XunakocTn PHIM Gbina HU3KOA.

Mop nelicTeuem amunopuaa rmapoxnopuaa, GnokvMpYIOLLEro HaTPUEBbIE KaHanbl, HabNIAANOCk 3HAYUTENbHAS
MHrMBUuma (Ha 66%) 6asanbHoi PHIMy 6onbHbix MB, B TO Bpems kak y 60abHbIX XH3J1 — Tonbko Ha 36,7%. Takum
obpaszom, PHIM oTpaxaet ocHoBHO aedexT MB. MosbiweHnue PHIM noa BansiHuem 6nokatopa HaTPUEBLIX KaHAIOB
amunopuna 6onee yem Ha 60% MOXET MCNONL30BATLCS B KAYECTBE AONONHUTENBHOMO ANArHOCTUYECKOrO TecTa.
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Myxkosucuunos (MB) xapaktepusyeTcs HapyuleHHEM
MOHHOTO TPAHCINOPTAa B SMHUTENHH 3K30KPHHHBIX XKeJe3
opraHuama, pHYHHOM KOTOPOTo SBJISIOTCS MyTallMH reHa
MB, npuBosiINe K H3MEHEHHIO CTPYKTYpPbl H (DyHKUHH
TpaHCMeMGpaHHOTO peryJasTopHoro 6eqka MB (TPBM),
JIOKAJH3YIOLIErocsi B alMKaJbHOH YacTH MeMOpaHBl 3MH-
TeJIHAJIbHBIX KJIETOK, BEICTHJIAIONMX BLIBOJHBIE MPOTOKH
MOJKEJYIOUHOM JKesie3bl, KHIIeYHHKa, GPOHX0JEro4yHoM
CHCTEMbl, YPOreHUTAJbHOTO TPaKTa.

Baiaropapsi COBpeMeHHBIM METO/IaM C HCIOJIb30BaHHEM
MHKpPO3JIEKTPOJIOB, KJIaMIIHPOBAHHS KJIETOYHBIX MeMOpaH
M Jp., MO3BOJSIOIIMM H3y4YaTh HOHHBIE KaHaJbl B J€H-
CTBHMH, ceHyac y»Ke XOpOLIO H3BECTHO, UTO MpOHHLae-
MOCTb anmHKaJabHOM MeMOpaHbl st HOHOB XJjopa Cl npu
MB cocrasasier 1/15 oT HopMaJIbHOM, B TO BpeMst Kak
POHULAEMOCTD JJIst HOHOB HaTpHs Na' yBe/i4yeHa MouTH
B 4 pasa, a OTHOLIEHHE COMPOTHBJIEHHH amMKaJbHOH H
6asoJsaTepasbHOlM MeMOpaH B 2 pasa OKa3biBaeTcsl BHILIE,
yeM B 3[I0POBBIX KJIE€TKaX, H MOATBEPKAAET MOJIOXKEHHE O
NPEUMYIIECTBEHHBIX HAapYLIEHHIX HOHHOTO TPaHCIopTa B
anuKajbHOM MeMOpaHe KJeTOK 3K30KPHHHBIX OpraHoB
(puc.1) [2,8].

Takxe yXe HOKasaHO CYIIECTBOBaHHE MO KpaHHeH
Mepe ABYX BHJOB ajbT€DPHATHBHBIX XJOPHBIX KaHaJIOB,
Kotopbie Hapsinty ¢ TPBM ocyuecTBASIOT CEKPELuio
voHoB xJyopa Cl u He sBasiorcss LAM®-3aBHCHMBIMH.
BsanMHOe BJHSIHHE 3THX KaHAJIOB ABJSETCS CJAOXKHBIM H
HAaXOJUTCA B NpoLecce H3YYeHHUS.

PecniupaTopHblit snutenuii npy MB aBisietcss KpUTH-
YeCKHM MECTOM, TJle PeaM3yIOTCsl BBHILIEYNOMSHYTHIE
npoLecchl HapyLUIeHHs] HOHHOTO TPaHCMOopTa.

HWameHeHHasi cekpeuusi HoHoB xJiopa Cl' u runepa6cop-
6uMsi HOHOB HaTpusi Na'B DeCrHpaTOpHOM SMHTENHH
NPUBOIMUT K M3MEHEHHIO JIEKTPOJIHTHOrO COCTaBa CeKpeTa
M K JETHApaTal{y H ero CryIIeHHIO, HapyLIeHHI0 MyKOLH-
JIHAPHOTO KJIMPEHCa, PelMANBHPYIOIEMY HH(PHULIHPOBAHHIO
JbIXaTeJbHBIX MyTeH, AeCTPYKIUHH OPOHXOB H 3J1acTHYEC-
KOHM CTPOMBI JIETKHX, K TpPOrpPecCHpYIOIEMY CHHXXEHHIO
BEHTHJISILIMOHHON (DYHKIMH Jerkux [5].
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Puc.1. Mexannamel cexpeuuu n abcopbuum B 3NUTENUU AbixaTenbHbIX NyTen
8 HOPME W NPU MYKOBUCUMAO3E.

OrcyterBre Wi cHikeHne LAM®D-3aBHCHMON CeKpeLrH
HoHoB xJyopa Cl” 1 runepabcopbuust HOHOB Na® sBasercs
9JIEKTPOreHHBIM TPOLECCOM H (HOPMHPYET TPaHCIMHTENHAb-
HYIO Pa3HOCTb 3JIEKTPHUYECKHX MOTEHLHAJIOB, SIBJISIOILYIOCS
u3MepsieMbIM MapameTpoM. MameHeHHe GHO3JIEKTpOreHesa
B SMHTEJMH ABIXaTeJNbHBIX MyTeH MOXXHO ONpelesHTh Ha
MIOBEPXHOCTH CJM3HMCTOH HOCA, TaK KaK H3MepeHHe He-
TMOCPEACTBEHHO TPaxeoOPOHXHANBLHOH Pa3HOCTH 3JEKTPH-
YeCKMX MOTEHIHAJOB CONPSKEHO C PSJIOM TPYAHOCTEeH
(BeImOJIHETCST Yepe3 GPOHXOCKON C HCIOJIb30BaHHEM MeCT-
HOI aHecTe3HH, 6e3 BO3MOXKHOCTH BHITOJHHTH TIOBTOPHOE
M3MepeHHe, B YCJOBHAX HH(HUMPOBAHHOTO ceKkpeTa H
np.) [3].

BrepBbie MeTOJ M3MEpEHHSI Pa3HOCTH Ha3asbHBIX MO-
renuuanos (PHIT) 6su1 npemnioxen M.R.Knowles B 1981 r.
DTOT METOJ MpeCTaBJseT co60i H3MepeHHe Pa3HOCTH
9JIEKTPHYECKHX MOTEHIHAJOB MEXlY OTHOCHTEJILHBIM 3JIEKT-
POIOM B KOHTAKTe ¢ MpearieybeM, NpefABapuTebHO O4H-
IIEHHBIM C MOMOLIbIO CKpaba, H M3MEpSIOLHM 3JeKTPO-
JIOM Ha MOBEPXHOCTH CJH3HCTOM JHA HHXXHEro HOCOBOrO
xona. Takasi jokanusanus Obljla BEIOpaHa He CJydaiHo.
B nanHom yyacTke duxcupyercsi MakcumasbHas PHIT u
onpefensioTcsi Koppeasuuu mexay BenuunHod PHII u
TNpPOLEHTOM pecHHTYaThIX Kinetok. M.R.Knowles u coasm.
OMHKCAJH, YTO B 3TOM MECTE HOCOBOH MOJIOCTH CJIH3HCTAs
coepxana 10 78% UHIHAPHBEIX KJIETOK, B TO BpeMsi Kak
Ha Me[HajIbHOM IOBEPXHOCTH HMIXXHEro HOCOBOro XoJa
yacTo MMeeTcsl KyOouaaJbHasi MeTalnjaasus ¥ SMUTeNHH
necer juub 40—42% pecHutyaTex Kaetok [1,6].

Hawmu BriepBbie Ha pOCCHHCKOH MOMYJISIUMH ObLIH H3-
MepeHbl 6asanbHble BequuHbl PHIT ¢ nomompio sToro
Metona B Mopudukauuu E.W.F.W.Alton (E.W.F.W.Alton
u coasm. [2,1] Eur. Respir. J. 1990; 3: 922—926). Bsuio
o6cnenoBato 100 GobHBIX, H3 KOTOPBIX 45 ObLIN GOJIbHBI
MB, nuarHo3 OBl MOATBEPKMAEH KJIMHHYECKHM, TeHEeTH-
YeCKHM HCCJIe/IOBAHHAMH, HEOJHOKPATHHIM H3MepeHHeM
XJIOPHIOB MOTOBOK XKHUAKOCTH, Y 55 GOJIBHBIX AHATHOCTH-
pOBaHbl XpPOHHYECKHe HecneuHpHuyeckHe 3abojeBaHHS
nerkux — XH3JI (xpoHuueckuii 6pOHXHT, GPOHXOIKTa-
THYecKast 6oJie3Hb, GpPOHXHANbHAS acTMa, OBJIHTEPHPYIOLIHH
GPOHXHOJNT), a TaK¥Ke 15 310pOBBIX BOJIOHTEPOB.

Hawmu 3anuceiBanoch cTabuibHOE, MaKCHMAJbHOE 3Ha-
yenne PHII, moBTopuMel# pe3ynbraT. BosbHEIE HA MOMEHT

124 Konuvecrso 6onbHbHX

-65 -10 -12 -15 -17 -19 -21 -25 .28 -30 -37 -42 -49 -65 PHN
3noposuie - XH3N D MB

Puc.2. BasanbHble senuuunsl PHIM B8 rpynnax GonbHbix MB, XH3/1 v 3pn0-
POBLIX NLY.
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Puc.3. Uamenenun Gasanbhbix senwund PHI, BuissanHoe nepdysueit (vHra-
-3

nauueii) 107 M pacTeopa amunopuaa y 6onsHeix XH3J1 u MB (p<0,0001).

a) abconoTHblit adekT; 6) APHIM B uccnegyembix rpynnax GonbHbIX.

HcceioBaHus OblH 6€3 MPU3HAKOB OCTPOH pecnupaTop-
HOHM BHPYCHOHM HH(EKUHH U TPaBM HOCOBOH mosocTH. [To-
KasaHHsi MEX/y 3HAUEHHSIMH, TMOJyYeHHBIMH U3 NpaBoi M
JIEBOH IMOJIOBHH HOCA, He OTJHYAJHCh Golee ueM Ha 3,6 MB.
HckimoyeHne cocTaBUIH CllydaH, KOrla B HOCOBOH MOJIOCTH
ONpEJIEJISVICh MOJIHIE], a TaKXe B Cydasix 060CTpeHHS
XPOHHYECKOro ralMOpHTa, YTO CHHXKaJIO BesuurHel PHIT.
Ee noxasaresnu He 3aBHCeJH OT moJiyyaeMoH GOJbHBIMH
Tepanuu (GPOHXOJIMTHKH, HHIASLHOHHbIE TIOKOKOPTHKO-
CTEpOM/Ibl, HHTAJSIIMOHHBIE aHTHOAKTepHANBHbIE Ipernaparhl,
MYKOMHTHKH). He GbIO MOJyYeHO H 3HAUMTEJbHBIX Pa3JiH-
uuil B 3Hauenusax PHII y My>X4HH u JKeHIUMH, y Hccle-
JlyeMbIX pasHOro Bo3pacra BO BCEX IpyImax.

Cpennue GasanbHbie Bequuynnsl PHIT y GombHeix MB
HMeJH GoJiee BhIpaXKeHHbIE OTPHLIATEbHEIE 3HAUEHHS], UeM
y 310poBHIX H GoJbHbIX XH3JI (—18,3%1,8 1 19,2+0,6 MB),
COOTBETCTBEHHO W cocTaBui —42,2+1,4 MB (ot —28,7 1o
-68,9 MB); p=0,0001 (puc.2).

3acaykuBaeT BHHMaHHsI TOT ¢akt, uto y 6 (13%)
GosibHEIX ¢ MB, MMeOIHX THIHYHYIO KIMHHKY XPOHH-
YeCKOro BOCMaJIHTEJBHOTO NPoLecca B JIETKHX H HellocTa-
TOYHOCTH MOXKEJYI0YHOH XKeJle3bl, XJOPH/b I0Ta UMeJIH
HOpMaJIbHBIe MJIH TOorpaHHyHble 3HaueHus (or 24 no 62
MMOJIb / J1), YTO 3aTPYAHAJIO BepH(MHKALHIO JHATHO3a HA
HayaJibHOM 3Tane. 3HayeHust PHIT y aTux 6onbHbIX 6b1IH
CPaBHHMEI ¢ “GHO3JIEKTPHUECKHM NPO(HIIEM”, XapaKTepHEIM
ans MB, or —32,5 no —68,9 MB. Ilocsie BhinmosHeHHs
reHeTHYeCKOro HCCJ/IefOBaHHS 0Ka3asnoch, 4To | GoMbHOM
6b11 romosurotoit no AF508, 4 GoJbHBLIX HMEJH B reHo-
tune myrtauuio AF508 B xomnayuzne ¢ 1366A5, 3849+10
kbC-T, unknown, 1 GosbHo#t umesn myrauuio N1303K B
KommnayHze ¢ 2143AT. B 1o xe Bpems y 3 6oabHEIX XH3JI
(2 GombHEIX GPOHXHAMBHOM acTMOH H 1 6OMLHOI GPOHXO-
9KTaTHYECKOH GOJIE3HbI0) GBI 3aperHCTPHPOBAHBI MOBbI-
LIEHHBIe 3HAUeHHS XJIOPHIOB MOTOBOM XKUAKOCTH (66—74
MMoJtb / 1), ofHaKo 3HaueHusi PHIT Y HUX OBl HU3KHMH
(-6,8 no —22 MB).

Hamu Takxxe 6b110 olleHeHO H3MeHeHHe BeanuuH PHIT
y 6oiibHBIX MB 1 cpaBHeHHe ¢ TakoBBIM Y 60JbHBIX XH3JI
noj feHcTBHeM 6JIOKaTOpa HAaTPHEBLIX KaHAJOB MOCJe

neppysuu 10° M pacTBopa aMHJIOpHJa THAPOXJOPHAA.
[Tocnie MaHeBpa ¢ aMHJIOpHAOM HabJloa/Iach 3HAUHTEbHAS
cynpeccust BeqMudH GasasneHoit PHIT y GosbHbix MB.
[ToBuimenne Beqnuud PHII, o6ycioBieHHoe ‘6Gi0Kanok
HAaTPHEeBbIX KaHAaJIOB, M KaK CJEJCTBHE THIepabcopOUun
uonos Na", KoTopasi oTBedaeT 3a ¢opmupoBanue PHII,
3HAYHTEJNbHO OTVIHYAJIOCh OT TaKOBOTro y GosbHbIX XH3JI.
Y GoapHbix MB HaGuionanach MHrHOMUHMSI 6asaibHBIX
BeJIMYHH Ha 66,6%, B To BpeMst Kak y GoabHbix XH3JI
3TOT 3(PEKT OT AeHCTBHS aMHJIOpHAA OblJI 3HAYHTENBHO
Hiwxe —36,7% (puc.3).

Ha ceromusiiHuii JeHb H3MepeHHe XJOPHIOB MOTa
SIBJISIETCS] OCHOBHBIM, €MHCTBEHHBIM MpPAKTHYECKH J0C-
TYNHBEIM MeTOZIOM iMarHocTiku MB. Ho yuuThiBast cHTyaluH,
KOr/Ia XJIOPH/IbI TOTa HMEIOT HOpPMaJIbHBIE HJIH NOrpaHHYHbIE
3HayeHHsl y GosbHEIX MB, a Tak)ke BBICOKHE BEJIHYHMHEI Y
GombHbIXx XH3JI, Bo3HHKaeT HEOGXOAUMOCTb GoJiee 4yB-
CTBHTEJIbHBIX JHArHOCTHYECKHX TEeCTOB. TpaHCIMHTENH-
ajlbHasi PasHOCTb JIEKTPHYECKHX MOTEHLHA/IOB, H3MepeHHast
C IOBEPXHOCTH CJHM3HCTOH HOCA, OTpPa)KaeT OCHOBHOM
nedekr MB, a takxe nosbienne Beanund PHIT Godee
uyeM Ha 60% mon aeficTBHeM 6JOKaTOpa HATPHEBBIX
KaHaJIOB aMHJIOPHJA, CJIeIOBaTe/IbHO, OHH MOTYT SIBJISITh-
sl JIOTIOMIHUTEJIbHBIMH METOlaMH IHarHoCTHKH MB.

Boanee toro, PHII siBasieTcst BEICOKO((DEKTHBHEIM Me-
TOJIOM MOHHTOPHPOBAHHS 3((PEKTHBHOCTH COBPEMEHHBIX
MeTOZIOB JieueHHss MB, kak papmakosorHyeckux — nyrem
He TOJIbKO GJIOKHPOBaHHsl THNepabcopOLHH HOHOB HAaTpPHST
Na®, Ho u Bo3geiicTBYs Ha aJIbTePHATHBHYIO CEKpELHIO
1oHOB xJopa Cl' sKcTpale/NToNISIpHBIMH  HYKJIEOTHAAMH
(AT® /YT®), uepes BTOpHUHBIE BHYTPHKJIETOUHBIE Mec-
CEHJUKEpH, TaK H B KayecTBe “HHMEKCa KOppeKIHH”
FeHHOH TeparuM, H MOJLYJIITOPOB aKTHBHOCTH CEKpelHH
uoHoB xjiopa Cl” yepes TPBM, TakuXx Kak HMHTHOHTOpEI
Il knacca docdonuacrepas, 3amMelleHHBIX GEH3UMHA30-
JIOHOB, W psiia Apyrux [4,7].
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OIIBIT BHYTPUBEHHOV AHTUBAKTEPUAIILHOM TEPAIIMA HA IOMY
VY IETEN, BOJIbHBIX MYKOBHCIIMJIO30M

Meauko-reHeTHYeCKHit HayuHblit ieHTp PAMH, Mocksa

AN EXPERIENCE OF INTRAVENOUS ANTIBACTERIAL THERAPY AT HOME IN CYSTIC FIBROSIS CHILDREN
I.A.Osipova, Z.A.Blistinova, A.N.Kapranov, S.V.Pyatova

Summary

Health care generally changes its tendency from expensive hospitals to cheaper outpatient conditions.
Advantages of a home treatment are an absence of cross- and super-infection risks and of phycologic problems
linked to a hospitalization, an economic reasonability. Since February, 1996 the Russian Cystic Fibrosis Center
has been practising an antibacterial therapy at home. We performed 189 courses of such the treatment in 44 cystic
fibrosis ¢hildren during this period. The presence of an intravenous catheter did not disturb a normal life activity
of a child and his family, including attendance a school. In 2000 the Moscow Public Health Department and the
Russian Cystic Fibrosis Center performed the nurse training in 163 paediatric outpatient departments regarding
a care for a peripheral intravenous catheter and infusing through it.

Pesiome

OpveHTUpLI B 0OKa3aHUM MeAUUMHCKON MOMOLLM HACeNeHMIo CMELLIAIOTCS OT OPOroCTOALLEN CTalMOHaPHOM
K MeHee 3aTpaTHO amBynaTopHO-NOANKAMHUYECKON. [TpenmMyLLiecTBaMu nepeHoca neveHust ua 60NbHULLLI B 10M
nauMeHTa aBNAIOTCA OTCYTCTBUE PUCKA NEPEKPECTHOM U CynepuHMEKUMK, CHATUE NCUXOIMOUMOHANBHBLIX Npobnem,
CBfi3aHHbIX C rocnuTanuaauuveit, 3koHoMmuyeckas uenecoobpasHocts. C despans 1996 r. B Poccuiickom ueHTpe
MYKOBUCUMA03a NPaKTUKYETCH MNPOBeAeHue BHYTPUMBEHHOW aHTubakTepuanbHOW Tepanuu Ha Aomy. 3a aToT
nepuop, 6uino nposeaeHo 189 KypcoB Takoro nevenus 44 netam 60bHBIM MyKOBMCUMA030M. Hanuuue kaTterepa B
nepudepuyeckon BEHE He MeLLano HOPManbHOM XU3HeaeATENbHOCTY pebGeHkKa 1 ero cembi, BKNiouas noceuieHue
wkonbl. B 2000 r. Komuter 3apaBooxpaHeHmsi MOCKBbI COBMECTHO C POCCUMIACKUM LIEHTPOM MYyKOBMCLMA03a
NPOBEeNY UMKAbI NOArOTOBKM NPOLEAYPHbIX MEAULMHCKUX cecTep u3 163 AeTCKuxX ropoAcKux NOAMKANHUK Mo yXo4y

3a nepudepuyeckuM BEHO3HLIM KaTeTepoOM U NMPOBEASHUIO Yepes Hero HdYauit.

TpapuunonHo B Poccuu BHYTPUBEHHAs Teparnusi CUH-
Talach CTalMOHAPHBIM JIEJIOM, UTO BeJIO K HEOOXOMHUMOCTH
YaCTBIX M JUIMTEJBHBIX TOCMHTaMU3auuit GonbHEIX. [Ipe-
ObiBaHHeE B 60JIbHHLIE OOBIYHO OTATOLIAeTCs PSAOM Hebula-
TONPUATHBIX (PAKTOPOB, OCOOEHHO 3HAYMMEIX IJIsi pebeHKa,
— CTPEeCcCOM, OTPHIBOM OT CJIOXKMBLUEHCS CHCTEMbI B3aHMO-
OTHOLLEHHH, BOSHHKHOBEHHEM Psifia TICHXOJIOTHYEeCKHX poGIeM,
TPOIYCKOM IIKOJIbHBIX 3aHATHH, PUCKOM NMEPEKPECTHOrO U
CynepUH(HIHPOBAHUS PE3HCTEHTHEIMH K aHTHOHOTHKAM
LITaMMaMH MHKpoopraHuamoB. Kpome Toro, npe6siBaHue
GOJILHOTO B CTAaLMOHApe 3HAYHTENBHO JOpPOXKe, YeM aM-
OyJnaTopHoOe JiedeHHe.

Karerepusalust BeH aBHO CTajla PyTHHHON MEULHHCKOH
NpOLEAYpOH, 3a 1 rof B Mupe Il obecrneyeHus: pasiinyHbIX
BHJIOB BHYTPHBEHHOH TepanHH YCTaHaBJIHBaeTcs GoJee
500 maH nepuepHyYecKHX BeHO3HBIX KarteTepoB. OmHaKo
3Ta npoueaypa TpeGyeT NMOBHILEHHOH OCTOPOXKHOCTH OT
MEIUIMHCKOTO MepcoHala W OT MalMeHTa, TaK Kak CBs-
3aHa C BMeLIATeNbCTBOM B LIEJOCTHOCTb CEPAEYHO-COCY-
JIUCTOH CHCTEMbl W HECeT BBLICOKHH DHCK OCJIOXHEHHH.
[TpoBenenne BHYTPHBEHHOH Tepamnuu uyepe3 nepudepu-

YeCKMH BEHO3HBIH KaTeTep MOXET CTaTh MPaKTHYECKH
6e3onacHLIM, eciM OyAyT cO6JI0ieHbl OCHOBHBIE YCJIOBHS:
MeTOJ JOJ/KEeH MPHMEHAThCH He OT cjydasi K chaydalo, a
CTaTh MOCTOSTHHBIM H TPHBLIYHBIM B NPaKTHUKe, JOJDKEH
6bITh ObecreyeH Ge3ynpeyHbl YXOJ 3a KaTeTEPOM.

Hcxonst U3 BBHILIEH3JIOXKEHHOrO, BO MHOTHX CTpaHax
NoJIy4YHJa paclnpoCTpaHeHHe NMpaKTHKa MepeHoca 4YacTH
TPafMLMOHHO TOCMHTAJBHBIX TPOLEAYp B aMOyJaToOpHbIe
YCJIOBHS, T.€. ODHEHTHPHI B OKA3aHHH MOMOLIK CMELIAI0TCST
OT JOPOroCTOsIIEeH CTAHOHAPHOH K MeHee 3aTpaTHOH H
3¢ dexTHBHOH aMOyJIaTOPHO-MIONUKANHHYeCKOH. B Poccuu
3TH MepeMeHbl B MEepBYIO Ouyepellb AOJKHBI KOCHYThCS
XPOHHYECKHX GOJIbHBIX, KOTOPHIE MOCTOSIHHO HYXXAAIOTCH
B MEIMLMHCKOH TMOMOIUM JyISl BBITOJHEHHS] €XEIHEBHBIX
npoueayp. Ctparernyeckasi 3ajjaua 0OTeueCTBEHHOrO 3/ipa-
BOOXDAHEHHS] — KOMIIJIEKCHOE JIeUEHHE MO MEeCTy JXXH-
TeJIbCTBA HAaXOJUT pelleHHe MpPH pAfie CJOXKHBIX XPOHH-
YeCKHX NMaToJIOTHH, BKJIOYAasi MYKOBHCLHO03.

JleyeHne GOJBHBIX MyKOBHCLIMI030M HOCHT KOMILIEKCHBIH
XapakTep H BKJo4aeT B ce0s yacTole JieyeGHble U Mpo-
(hHIaKTHYECKHE KYPChl aHTHOAKTEPHAIBHOM H MYKOJIHTH-
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uecKo# Tepanuu. B cpennem Kaxknubiii GOJILHOM ¢ XPOHH-
YECKOH CHHErHoMHoH MH(ekuuel nonydyaer 3—4 Kypca
TaKoro JieYeHHsi B TOfl, HHorja yaue. HekoTopsie aHTH-
GHOTHKHM MOTYT HasHayaThCsl BHYTPb, HO HX BHIGOp oOrpa-
HHYEH, YYUTHIBAs MMOJHPE3HCTEHTHOCTh K aHTHOMOTHKAM
HauboJiee pacnpocTpaHEeHHOr0 MHKPOGHOro naTtoreHa Pse-
udomonas aeruginosa. B GoJbLIMHCTBE cllyyaeB HasHa-
Yyaemble fpenapatsl TPeGyloT BHYTPHBEHHOIO BBEIEHHS.

C ¢espansa 1996 r. B Pecny6unkaHcKoM LeHTpe MyKo-
BHcIMI03a (MocKkBa) NMPOBOAMTCS BHYTPHBEHHAs AHTH-
GaxkTepuasbHas Tepanus AeTSIM B JOMAUIHHX YCJIOBHSAX.
DTOT peXKHM B MOCJIEHHE OBl IUMPOKO MTPUMEHSIETCS BO
BCEX CMelHaJM3HPOBAHHBIX LIEHTPaX MYKOBHCIMA03a EB-
ponbl 0 CeBepHOH AMepHKH.

Cpenu GoabHBIX B3 MockBbl 0K0s10 40 GOJBHBEIX TOMTY-
yaioT noBTopHule (2—3 Kypca o 2—3 Heqt B roj1) Kypchl
aHTHOAKTEPHAJIbHOH TepamuH ¢ 00si3aTeJIbHOM MOCTAHOBKOM
neprdepHyecKoro BeHO3HOrO KaTeTepa.

BosmoxHOCTb NpoBefieHtst Kypca Ha IoMy 06CyXKIaeTcst
pomuTensiMH GOJBHOrO peGeHKa C JieYalldM BpauoM H
MEACECTPOH. YUHTHIBAIOTCS Pa3/HYHbIE (haKTOPEL: COCTO-
siHHe peGeHKa, MeCTO XKHTEeJbCTBAa CEMbH, BO3MOXHOCTb
TMOJVIEPXKKH CNELHANMCTAMH LIEHTPa, BO3MOXKHOCTH CEMbH
B IIPOBEeJIeHHH Kypca Ha oMy (o6ecrieyenre HeoGXOnUMBIM
OCHAllleHHEM), YPOBEHb KOMMYHHKAGEJbHOCTH obpaso-
BaHHOCTH pojuTesel peGeHka.

IIpn npoBeseHHH BHYTPHBEHHON aHTHGAKTEPHAJBHOM
TepanuHt Ha JIoOMY IVIaBHBIM 3aJI0TOM YCIELIHOro JIeYeHHS
CTAHOBHTCSI MPABHJbHBIA YXOJl 32 KaTeTepoM, KOTOpEIi
OCYIIECTBJISIOT POAHTENH pebeHKa, o6yueHHble B LleHTpe
MYKOBHCLH/103a. 3aHSATHE N0 0GYUEHHIO TeXHOJOTHH MPO-
LUeAypbl — pasBElEeHHIO U BBEJEHHI0 aHTHOMOTHKOB, a
TaKXe MpaBHJaM yXofa 3a KaTeTepoM — IMPOBOJAMT
MeJicecTpa C BBICIIHM 0Opa3oBaHHEM C KaXKIOH ceMbeH
HHAMBHAYalbHO. MHorna TpeGyercs HecKo/bKO 3aHATHIL.
TwarensHass MOArOTOBKAa MPHHOCHT GOJBIIYIO MOJB3Y.
[naBHas nenb o6yuyeHHss — yBepEHHOCTb B KOMIETEHT-
HOCTH pOAMTeJied nepesl HauaJoM Kypca. Bo Bpemsi 06y-
YeHHSs] HEKOTOPhIE POAMTENH PelIaloT, YTO NpeJiaraemas
MEeTO/IMKA CJIMLIKOM CJIOXKHA, TOT/a MPEANoUTeHHE OTAAeTCs
CTalHoHapHOMY JieueHHI0. Ecii xe o6ydeHue 6bl10 yener-
HbIM, HaUHHAETCs! MOJAroTOBKA BCero HeoGXomumoro. Poau-
TEJIH 3aKYMaloT HJIH MOJIyYaloT Mo pelenTtaM Heo6XoaumMoe
oGopy/ioBaHKe, COMIACHO METONHYECKHM PEKOMEH LM
(namsTie), KoTopyio OHHM mouyyaior B LleHTpe MyKoBHC-
uunosa. Poputensim naiotes Homepa Telle)OHOB LEHTpaA
M MEJICECTPHl, MO KOTOPHIM BCErfa MOXHO MOMYYHTh
OTBEeThl Ha BO3HHKaloLKe Bonpockl. Poautenu nosyyaior
O0BEKTHBHYIO HH(OPMALMIO O BO3MOXHEIX MECTHBIX OC-
JIOXKHEHHAX KaTeTepH3aLUK K MyTax UX peurenus. [Tepen
KYPCOM BHYTPHBEHHOH Tepanuu GOJIbHOH peGeHOK BMecTe
C POAMTeN]SIMH NpHIVIAlIaeTcsi B LEHTP, Ile Hapsiy
OCMOTPOM TIPOBOAMTCS 06s13aTeJIbHOE NepBHYHOE 06CIe/10-
BaHHe (aHTPOMOMETPHSI, HCCJeNloBaHHe (DYHKIMM BHeLU-
HEro JIbIXaHHMsl, MyJIbCOKCUMETPHS, MHKPOGHOIOTHYEeCKOe
HCCJIeloBaHHEe MOKPOTHI, KJIWHHYECKHH aHalii3 KPOBH),
CTaBUTCSl nepuepuyecKuil BeHO3HbI KaTeTep. IlepBoe
BBEJIeHHE npernapara MpoBOAUTCS 10/l HabJIoleHHeM crie-
unanucta Llentpa mykosucimnosa. [Tatponax mencecTpoit
LEHTpa MPOBOAHTCS B CPeHeM 3 pasa B 2 Hell CTaHHapT-

HOro Kypca Jieuenusi. Habmonenne ¢ukcupyercsi B cre-
LHaJIbHO pa3paboTaHHOM JIMCTe naTpoHa)a. Bo Bpewmsi
JieYeHHs1 GOJIbHBIe BEAYT NMPOLENYPHBIH JIMCT, KOMHS KO-
TOPOro HamnpaBJsieTcsl B PaHOHHYIO NOJUKJIHHHKY 110
MeCTy XHTeJbcTBa. [0 OKOHYAHHH JieueHHsT TIPOBOAATCS -
MOBTOPHBIH BpaueGHBIH OCMOTp, HEO6XOAUMEIE 06C/Ie/10-
BaHHsl U ylaJleHHe KaTeTepa.

3a nepuon 1996—2001 rr. cneunanucramu Pecny6uu-
KaHCKOro LEHTpa MyKOBHCUHJ03a Oblio nmpoBejeHo 189
KYpCOB BHYTPHBEHHOH aHTHOAKTepHaJbHOHM TepanuH Ha
nomy 44 GosbHEIM. Y BceX GOJNBHBIX Jie4eHHe ObLIO
yCIemHo 3akoH4yeHo. Hu y onHOro 60JbHOrO He 6bLIO
HEOOXOHMOCTH B FOCMHTAIH3ALMH C LEJbIO TPOJOIKEHHS
Tepanud. Hamu ormewen | cayyail reHepanMsoBaHHOM
MOGOYHOH peakUMH B BHAE a/UIEPrHYeCKOH CHIMM Ha
HasHaYeHHBIH aHTHOHOTHK. PosMTe NN, cpeiu KOTOpHIX He
ObIIO HH ONHOTO MEJHUMHCKOTO PaGOTHHKA, MPaBHUJIBLHO
TNPOBOAMJIH MaHHNyJsiukK. Bee GosbHEIE M X pOAMTENH
TIPHBETCTBOBAJIM 3TY CTAllMOHap3aMeLIalouylo TeXHOJIOo-
THIO H BBICKa3aJli 3aHHTEPECOBAHHOCTb B MPOIOIKEHHH
TaKOH NPaKTHKH.

Jast obecrnieyeHHst YacThIX KYPCOB BHYTPHBEHHOH Te-
pamnuH y GOJIBHBIX MYKOBHCLHI030M B Poccuy Hemosbsy-
I0TCS nepH(epHYecKHe BEeHO3HbIE KaTeTephl.

Matepuaii, H3 KOTOPOro H3roTOBJIEH KaTeTep, HMeeT
CyLIECTBEHHOE 3HAY€HHe NpPH BHYTPHUBEHHOH Tepanmuw.
OreuectBennbie (poccHiicKKe) KaTeTepsl eal0T TOJIBKO
H3 TMONU3THJIEHA. DTO caMBlif MPocToi B 06paboTKe Ma-
TepHaJl, HO OH 00J1ajlaeT MOBBILIEHHOH TPOMGOreHHOCTBIO,
BBISHIBAET pasjipa)KeHHe BHYTPeHHelH 06GO0JOUKH COCY/IOB,
HM3-32 CBOEH XKECTKOCTH CMOCOGEH MephopHpoBaTh COCY-
nuctyio cteHKy. IIpu BhiGope o6opynoBaHHs [jIst KaTeTe-
PH3aLMH BeH NPEANOYTEHHE OTAAETCS MOJHYPETAHOBLIM
KareTepam, IpUMEeHeHHe KOTOPHIX CYILIeCTBEHHO CHHXKAeT
4acToTy TPOMGO030B H nephopaunio cocyna.

MetTonuka KaTeTepHu3aluum

Karerepusauus BeH M mepBoe BBejeHHe npenapara
TNPOBOAAITCS TONIBKO B YCJIOBHAIX CTAllHOHApa MO HabJIo-
AenueM crneuuanucroB llenTpa myxkoBucumposa. Cre-
PHJIbHBIE HaGop JJIsl NPOBEJeHHs] KATeTePH3alMH BKJIIO-
YaeT CTEePHJIbHBIN JIOTOK, CHJIMKOHOBBI KaTeTep Heo6Xo-
AMMOro pasMepa, MEpexXoAHHK K KaTeTepy, HOXHHLLHI,
CTEepHJ/IbHbIE BaTHBIE LIAPHKH U CalDeTKH, CHeUHaNbHYIO
JHNKYIO (pHKCHPYIOLLIo NoBAsKy, 70% cnuptT aas o6pa-
OOTKH MeCTa MyHKIMH, CTEPHJbHBIE NepuyaTKH, XIYT,
GHHTEI, NIEJIEHKY, LUMPHLL C reNapHHH3HPOBAHHEIM PACTBOPOM
(1 gacts renmapuna Ha 100 wacteir (DH3HOJIOTHYECKOTO
pacTBopa).

ITepen mocraHoBKO#H KaTeTepa 06paGaTHBAOT PYKH,
HaJieBalOT CTEPHJIbHBIE MEpYaTKH, BLIGHPAIOT MONXOAS-
myio BeHy. IlpaBuibHO BHIGpaHHBIN BeHOSHBIH AOCTYM
AIBJIAETCS CYLIECTBEHHLIM MOMEHTOM BHYTPHMBEHHOIl Te-
panuH. Y4HTEIBA€TCS MPOCTOTA JOCTYNA K MECTY MyHKLHH
W MPHTOAHOCTL COCyAa AIsi KaTeTepusauuu. [Ipeanoure-
HHe OTHaeTcs Gosiee MMCTaJbHBIM BeHam (mpeamueube,
kucTh). ITepexoaHuK U KaTeTep 3anosHsoTCS renapuHu-
3MpOBaHHBLIM pacTBopoM. Ha mnneyo BeIme soKTeBOro
cru6a HakJaapBaeTCs XKryT. MecTo NyHKIHH TIMATENbHO
06pabaTbiBaeTCsl CIHPTOM, MJIOLIAMbIO YyTh GOJIbLIE TOH,
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KOTOPYIO 3aKpoeT (hHKCHpYIollast MOBSI3Ka. 3aXBaT Kare-
TE€pa OCYILEeCTBJASIETCS TPeMs MaJbLaMH, MocJe MpoKoJa
KOXH KaHIoJlo BBOAAT B cocyl. O nomnajgaHuud KOHYHKa
KaHIOJH B BEeHY CHTHAJHU3UPYET MOsIBJIEHHEe KPOBH B
HHIMKATOPHOM Kamepe KareTepa. 2KryT CHUMaeTcs, CTHIIET
(HKCcHpyeTcsl, a MJIACTHKOBAsl YacTh KAHIONH MEJJIEHHO
110 KOHIA cBHraetcsi B BeHy. CTHJIET yajiseTcss W BeHa
nepeXuMaeTcsi Ha MPOTSKEHHH [JIsl CHUXKEHHST KpOBOTe-
YeHHsl, 3aTeM NpHCOeNHHsIeTCsl mepexonHuk. Koxy pyku
OYHILAIOT OT KpoBH. Ha MecTo myHKIMH HaKJIansBaeTCst
¢uxcupyomas nopsiska. Karerep 3aGHHTOBLIBaeTCS CTe-
PHJIbHBIM GMHTOM, NMEPeXOAHHK C 3aryyLIKOH TNPH 3TOM
ocTaeTcst Ha NoBepXHOCTH. CBepXy HaKJaibBaeTcs ellle
OJiHA MOBSI3Ka, 3aKphIBAOILAs MIEPEXOHHK, KOTOpast CHH-
MaeTcsi Tepeji KaxKIbiM BBeJleHHeM npenapata. Ecuiu
KaTeTep HaXOJHTCH B 06JIaCTH JIyye3arnsCTHOro cycTasa,
KHCTb (DHKCHPYETCS JIAaHTeTOH.

3ameHa KareTepa IPOH3BOJMTCS 10 Mepe HEOOXOAHMOCTH,
T. €. KaTeTep COXpaHsIeTCs Ha BeChb KYpPC HJIH 10 TeX 1op,
noKa OH He HH(HLUHPOBAH U HOPMAJIbHO (DYHKIMOHHPYET
B BeHe. Mcriosib3ys BbICOKOKauecTBeHHbIE NepH(epuluecKue
KaTeTephbl, a TakXe 0OecrneyuB KauyeCTBEHHBIH YXOH 3a
KaTeTepoM B JIOMALIHHX YCJIOBHSX, Mbl JOGHJIMCH OTJIHY-
HBIX pesyJbTaTOB — 3a 2 HeJ CTaHAApTHOTO Kypca
neveHns y 37% mereil cMeHBl KaTeTepa He Tpe6GoBaloCh.
[Ipn 4yeTKOM MOCTOSIHHOM COOGJIIONEHHH HHCTPYKLHH MO
yXojly 3a nepHdepHYeCcKHM BEHO3HbIM KaTeTepOoM BHIIOJ-
HEHHE POAUTEeNAMH HH(Y3HH aHTHOAKTEpHANbHBEIX Ipe-
napaToB MPOUCXOAUT 06€3 OCNOXHEHHH W TeXHHUECKHX
TPYAHOCTEH.

PopurensM, npoBoAsiiiM Kypc BHYTPHBEHHOM Tepa-
MK Ha JIOMY, NpejJaraloTcs CeayollHe peKOMeHaLHH.

BBeneHnue npenapara

Y6eaurech B MOJHOM MOHMMaHHH TOro, uTo Bel 6ynere
JenaTb. B ciyyae BOSHHKHOBEHMsI BONpPOCOB 00si3a-
TEJIbHO 00paTHTECh 3a COBETOM K MEAULIMHCKOH cecTpe
IlenTpa MyKOBHCIM/I03a JIAYHO MJIH TIO TeJIE(OHY.

[TpoBepbTe CPOK TONHOCTH BCEX M3MENHIl U TIpenapaToB.

JIBaxc/ibl TLIATENBHO BHIMOHTE PYKH ¢ MblioM. Ocoboe
BHHMaHHe YNEeJSHTe HOITEBBIM IJIACTHHKAM H MEX-
NaJbLUEBbLIM MPOMEXYTKAM.

[TocTenmTe Ha CTOJI YHCTYIO, CBEXYIO MEJEHKY HJIH
TIOJIOTEHLE.

I[IpurotoBbTe 3 LINMpHLA C pacTBOPaMH: B 20-MHIITHIIHT-
POBBIH INMpPUL, HabepuTe aHTHOHOTHK, B 10-MuJIH-
JIMTPOBBIH — (PU3HOJNIOTHYECKHH PacTBOp, B 5-MHJIH-

JIUTPOBBIH — TenapuHU3HPOBAHHBIH pacTBop. [lpu
BEPTHKAJIbHOM IOJIOXKEHHH LLUTPHLIOB YAAJIHTE H3 HUX
BO3JLyX.

ITpotpuTe pyKH CIHPTOM.

CHMMHTe BepXHHH OHHT M INPOTPHTE HAPYXKHYIO MOBEp-
XHOCTb 3aryyIIKH KaTeTepa CIHPTOM.

BHHMaTe/IbHO OCMOTPHTE NEpPeXOAHHK KaTeTepa, yOeau-
Tech B OTCYTCTBHH B HEM Iy3BIPbKOB BO3/yXa.

CHMMHTE 3arJymiky H OCTOPOXKHO TOJIOXKHTE ee, He
Kacasicb BHYTPEHHEH MOBEPXHOCTH, B CTEPHJIbHBIN
nakeT OT ILUMPHUA HJH MPHKPYTHTE K CTEPUJIbHOH
HTOJIKE.

M3 wnpuua ¢ pU3HOJOTHYECKHM PacTBOPOM OCTOPOXKHO
BBEJIUTE B MEPEXOAHHK HeOOJbIIOE KOJHYECTBO KH/-
KOCTH, yOeluTech, UTO KaTeTep NMPOXOAHUM M He MOJiTe-
Kaer.

Ecsiv HapylieHH# co CTOPOHBI KaTeTepa He 06GHaPYKEHO,
TIPOJIOJIXKaHTe BBOJHTD B NMEPEXOAHHK (PH3HONOrHUECKHI
pacTBop, MokKa He BBefeTe 5 MJ, T.e. TMOJOBHHY
obbema.

CMeHHTe WINPHIL K MeJVIEHHO BBEJJHTe aHTHOHOTHK.

CHOBa CMeHMTe IUMPHIL H BBEJUTE OCTaBLIMHCS OOBEM
(hH3HOJIOTHYECKOTO pacTBopa.

[To oxoHuaHuH chenaliTe “renapuHOBYIO NPOOKY” ' — BBe-
IHTe B MEPeXOAHHK 2—3 MJI rernapHHU3MPOBAHHOIO
pactopa (PacTBop rotoBuTcsi M3 pacyera 1 wacTb
renapuda Ha 100 yacreit pusHoOMOrHYECKOTO pacTBOpa,
XpaHHThCSA B XOJOAHJIbHHKE B TEYEHHE CYTOK, 3aTeM
TOTOBHTCSI HOBBIE PacTBOp).

OcCTOpOXKHO MJIOTHO MPHKPYTHTE 3AIVIYLIKY K MEpexojl-
HHUKY.

3aKpoiiTe NepexoaHHK MOBS3KOH.

Bri6pocuTe Mycop B HEIOCTYNHOe ISl IeTell MecTo.

ExXenqHEeBHBII YyXOH 32 KaTeTEpPoOM

[ToMHHTE, YTO TOJBKO KAaueCTBEHHBIH YXOJl 3a KaTeTe-
pom M Baie BHMMaHHe SIBJSIIOTCS IVIABHBIMH YCJIOBHSIMH
YCNELIHOCTH TPOBOAUMOro JieueHust. Bpems, morpayeHHoe
Ha TLIATeJIbHYI0 MOATOTOBKY, HHKOTJA He GhIBaeT MoTe-
pAHHBIM!

1. Kaxnoe coepuHeHHe KaTeTepa — 3TO BOpoOTa st
NPOHHKHOBEeHHUs] MH(eKkuuu. M3beraiite MHOrokpar-
HOTO NMPHKOCHOBEHHSI DYKaMH K o6opynoBanuio. Co-
6sofaliTe CTEPHUJIBHOCTD.

2. Yame MeHsifiTe CTepHJbHBIE 3alyIIKH, HUKOTAA He
M0JIb3yHTeCh 3arJyLIKaMH, BHYTPEHHSISI TOBEPXHOCTh
KOTOPBIX Oblila HH(HLHPOBaHA.

3. Jlna nponJieHust QYyHKUHOHHPOBAHHS KAaTETEPA B BEHE
JOTOJIHUTEJILHO NPOMBIBAHTE KaTeTep (hH3HoJorHuec-
KHM pacTBOPOM JHEM, MeX/ly YTPEHHHM H BeYEepPHHM
BBeJIeHHsIMH aHTHOHOTHKA. [locsie BBeneHHst (hH3HOIIO-
THYECKOro pacTBopa He 3a0yAbTe BBECTH remnapHHH-
3HPOBAHHHIH PacTBOp.

4. BHYTPEHHIOIO W HApPYXHYIO NMOBS3KH MEHSIHTe exej-
HEBHO.

5. PerynsipHo ocMaTpHBaiTe MeCTO NMYHKUHH BO H306e-
XKaHHe BO3HHKHOBEHHS OCJIOXKHEHHH CO CTOPOHBI Ka-
terepa. IIpu nosBieHkH oTeKa, MOKpPAaCHEHHS, MECT-
HOTO TOBBIIIEHHSI TeMMepaTypbl, HENpPOXOAHMOCTH,
MOJTEeKaHHs, a TaKxKe NMPH 60JIe3HEHHbBIX OLLYLIEHHSIX
TIpH BBE/IEHHH IPEIapaToB CBSKUTECH C MEJCECTPOH
[lenTpa MyKOBHCLH/I03a, IPEKPATHTE BBELEHHE Mpe-
napata. Hu npu xakux o6cTosiTesbeTBaX He MbITal-
Tech MPOMBITH KaTeTep CaMOCTOSITEJIbHO, TaK Kak
KOHYHK KaTeTepa MOXeT OKasaThCsl 3aKYINOPEHHBIM
TPOMOGOM H OTOpBaBIUMHCS TPOMO NOmafeT B KpoBe-
HocHoe pycJio. CHATb KaTeTep H 3aMEHWMTh ero Ha
HOBBIH MOXET TO/NbKO MEIHLUHHCKHH pPaGOTHHK B
YCJIOBHSIX CcTallMOHapa!

6. Ilpu cMeHe JIeHKOMIACTHIPHON MOBSI3KH 3alpelaeTcs
N0JIb30BaThcsl HOXHHUAMH. CyIecTBYeT OMacHOCTb
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Iasi KateTepa ObITb OTPE3aHHBIM, YTO NPHBENET K
MONajlaHuio KaTeTepa B KPOBEHOCHYIO CHCTEMY.

7. Ins npoduiIakTHKH TpoMOGodJebuTa Ha BEeHY BhIlIe
MecTa MYHKUMH eXe[JHeBHO Iocjie BeuepHero BBeje-
HMSl Mperapara TOHKHM CJIOeM HaKJajblBaiiTe MasH
“Tpaymenn”, “I'enmapunoBas”, “TpokceBasun”.

8. BHHMaTeNBHO CJENHTe 33 MaleHbKHM PeGeHKOM, KO-
TOPBLIH HECO3HATEJIbHO MOXET CHSITh NOBSI3KY H NOBpe-
IHTb KaTeTep.

9. TpepynpenuTe BOCIUTATENS HIH YUHTEJS, €CH pebe-
HOK OyeT nocemaTh AETCKHH cajl MM LIKOJY, 00bsic-
HHUTE UM CyTb MPOBOAUMOTrO JIeYEHHSI.

10. ITocsie ynajeHus KaTeTepa Ha MeCTO MyHKUHH HaKJa-
AbiBaeTcst HeGoJblllasi CTepHJbHas nossiska. He yna-
JSIATE TMOBA3KY M He MOYMTE MECTO KaTeTepU3altu B
TeYeHHe CYTOK.

11. TIpu nosiBneHH# NOGOYHBIX peakuuii Ha npenapat (6ues-
HOCTb, TOLIHOTA, CHIllb, 3aTPyAHEHHE MBIXaHHS, MOALEM
TeMIepaTypsl) — BBI30OBHTE CKOPYIO MOMOIIb H CBS-
XKHTECh ¢ JieyalldM BpadoM M MejacecTpod LleHTpa
MYKOBHCUHJ103a.

12. Bo BpeMst Kypca BHYTPHBEHHOH aHTHOaKTepHaJIbHOH
Teparnuu Ha oMy He 3a0biBalTe BECTH NPOLENYPHBIH
JIMCT, MoJIyyeHHbIH B LIeHTpe MyKOBHCLHO03a.

Hawm npeacraBasieTcsi coBeplieHHO HEOOXOAHUMBIM T10/I-
YepKHYTb KaK JIOCTOMHCTBA, TaK U HENOCTAaTKH BHYTpPH-
BEHHOH aHTHOAKTepHAJLHOH Tepamnuy Ha JOMY.

JlocTOUHCTBaA

Jlio6asi BO3MOXKHOCTb H36eXaTh I'OCMHTAJH3AUMH H
NpPOBE/IeHHsT JIeUeHHs1 B aMOYJIaTOPHBIX YCJOBHSIX HMEeT
MHOXKECTBO HEOCHMOPHMBIX NMpPEHUMYILECTB, NPH YCJIOBHH,
YTO Ka4YeCTBO JIEYEHHsI He CTpajiaeT.

Hepeoe nepumyuiecmeo — ncuxonocu4ecKkoe

ITpe6riBanne pebeHka B GosbHHLE OOBIYHO OTSTOMIAETCS
psiioM HeGJIaronpUsATHEIX (PAKTOPOB: CTPECCOM, OTPEIBOM
OT CJIOKMBLIEHCS CHCTEMBl B3aWHMOOTHOLIEHHH, BO3HHK-
HOBEHHEM psiia TMCHXOJIOTHYECKHX MPob6JeM, MpomycKoM
IIKOJIbHBIX 3aHATHH. XOpOLIO H3BeCTeH TEPMHH “TOCIH-
TaJu3M”, 0ObIYHO MPUMEeHSIEMbIH ISt KOMILIEKCa HapyLIeHHH
TICHXO9MOLMOHAJILHOrO Pa3BHTHS AETeH, MepeHeCInX JJIH-
TeJbHBIe W /W YacThle FOCIHTAMM3alHH, 0COGEHHO 6e3
COMpOBOXAEHHST ponuTeseli. VIMeHHO mosaTomy B Haile
oT/leJieHHe 60JIbHBIe MYKOBHCLMI030M FOCTIHTAIU3HPYIOTCS
C POAMTENSIMH, Yallle ¢ MaTepblo. MOXHO BCTPETHTb H
Jipyrxe HebJaronpUsITHbIE NMCHXOJOTHYECKHE MOCHeNCTBUS
rocnuTanu3auudi. Moxer cdopMHpOBaThCSl HeaneKBaT-
HOe mNpejcTaBjeHHe O OOJNE3HH H CBOEM COCTOSIHHH,
BO3HHKIlIee B fpolecce oOLEHHS W HaOJIONEHHST 3a
JAPYrHMH OOJBHBIMH J€TbMH, KOTOPOE 3aTPYAHSIET MNpO-
ecc JieyeHHsl, oco6eHHO y moapocTKoB. OG6cyxueHHe
COCTOSIHUSI pebGeHKa, ero NporHo3a W JIeYeHHs B €ro
NPHCYTCTBHH, OYeHb YacTo nyraeT fetell. [Ipucyrcrue
pebGeHKa NpH cllyyasiX CMepPTH HJIH BOSHHKHOBEHHH TSKEJBIX
OCJIOXKHEHHH TaKXKe HeJslb3sl OTHECTH K pa3psifly MOJIOXKH-
TeJbHBIX IMOLMH.

YacTble NPONYCKH LIKOJBHBIX 3aHATHH MPHBOAAT K
TPYAHOCTSIM B LUKOJIEHOM KOJIJIEKTHBE, H30JIHPOBAHHOCTH
OT CBEPCTHHKOB, HEBO3MOXHOCTH TOJJePXKHBATb JpY-
X€eCKHe OTHOUIEHHUS, IJIOXOH YCIeBaeMOCTH H BCJIEACTBHE
BCEro 3TOr0 HHU3KOH caMOolleHKe W aenpeccuu. [Tnoxas
yCreBaeMOCTb HEepeiKO MOXET CJYXHTb 0apbepoM K
TMOJIyYeHHIO AaJibHeHIero o6pasoBaHHsl H MPOQeccHH.

Bmopoe — kaunuueckoe

IIpu cpaBHeHHH C KOHTPOJILHOM IPYNNON AeTel, nojyyas-
IIMX BHYTPUBEHHYIO TEpaNuio B CTAllMOHApe, Mbl BHISIBUIH:
— OTCYTCTBHE NepeKpecTHOH HH(EKLUHH B OCHOBHOH Ipyrne

(BaXXHO OTMETHTb, YTO CpeliH BceX GOJIbHBIX, HabJIo-
naomuxcs B PecnyGHKaHCKOM LIEHTPe MYKOBHCLH-

nosa, Pseudomonas aeruginosa sctpeuaercs y 74%,

B TO BpeMs KaK y JieTel, HaXO[UBIIKHXCSI Ha aKTHBHOM

JMCIaHCePHOM HaOJIIONEHUH C IPOBEIEHHEM aHTHOAK-

TepHaJIbHOH TepanuH Ha JIoMy, BhiceB Pseudomonas

aeruginosa cHusuics 10 36%);

— OJIMHAKOBYIO MOJIOXKHUTEJbHYIO AMHAMHKY CO CTOPOHEL
GpOHXOJIEro4HOM cHeTeMB! (M0 ayCKYJIbTaTHBHBIM JaH-
HBIM, KJIHHHYECKOMY aHaJM3y KPOBH U NOKa3aTelsiM
OB/l — ¢hyHKUHS XXKM3HEHHOH eMKOCTH JIETKHX, 06beM
(hopcHpOBaHHOTO BbIloXa 3a 1 cekyHuy, NHKdIOyMeT-
pHsl IPOAEMOHCTPHPOBA/IM AHAJIOTHYHYIO TEHJEHIHUIO
— YyJyudlleHHe MoKasaTeJeH MocJje JIeueHHs IpH OT-
CYTCTBHH pasHHLBI MEXAY CTallHOHApHOH U amGyua-
TOPHOH TOMOLIBIO);

- — Goubiuyio npubasky (Ha 17%) B Macce Tana B amGyJia-

TOPHOMH TpyMre Mo CPaBHEHHIO CO CTALMOHAPHOH;

— TPOJOJ/DKUTEJIbHOCTh (PYHKIHOHHPOBAHHSI B BEHE Ie-
pudepHyeckoro Karerepa B aMOyJaTOpPHOH rpymme
OblJIO JJIMTeNIbHEe, YeM B KOHTPOJIE.

Taxum o6pas3oM, BHyTpHBEHHOE BBe/IeHHE aHTHOHOTHKOB

B JIOMALIHHX YCJIOBHSIX OKa3aJoch PABHOLEHHBEIM IO 3¢)-

(eKTHBHOCTH CO CcTauHOHapHBIM. IIpH 3TOM cTOMMOCTB

Kypca Jie4eHHsI Ha JoMmy OoJiee yeM B 2 pasa JelieBjie

CTaLMOHAPHOTO.

Hepgoctatku

[Tnoxoe ocHauleHHe cay»XKOGbl BHYTPHBEHHOH aHTHGaKTe-
PHaJIbHOH Tepamuu Ha Aomy (OMbIT Hallero LeHTpa
y6exJaeT B HEOOXOAMMOCTH HCIOJIb30BAHHS CIIEIH-
aJIbHOrO aBTOTPAHCIIOPTA, 3aKpPeIJIEHHOTO 3a 3TOM
ca1y>K00H; LIKPOKOE W NMPOYHOE BHEAPEHHE 3TOTO Me-
TOJla B XXH3Hb NpeinojaraeT JONOMHHTENbHOEe (PHHAH-
CHPOBaHHE W BBEJIeHHe PsANa WITATHBIX eJUHHUIL).

Orkas pomutenelt U peGeHKa OT FOCMHTANH3ALMH JaXKe
NpH TSDKEJBIX o6ocTpeHusix (poauTeNH HeaneKBaTHO
OLIEHHBAIOT TSXKECTb COCTOSIHUS M ONACHOCTDb MOCJE]l-
CTBHI 060CTPEHHS).

IOpuanueckast HeonpeieIEHHOCTh CTaTyca METOMKH.

OrcyTcTBHe TeCHOH CBSI3H C MOJHMKJIHHHKOH .0 MeCTy
JKHTEJIbCTBA pebeHKa.

B cBsisu ¢ aTHM B cenTsGpe 2000 r. corsiacHo pacno-
psikenuio Komutera 3sppaBooxpaHeHHsi MocKkBhl 6blia
NpoBeJieHa o4yepe/iHasi rOpoACKast KOH(epeHUus 1Js Ie-
JMaTPOB FOPOACKHX MOJHKIHHHK, Ha KOTOPOH GBLIO yae-
JIEHO 60JIblIIoe BHUMaHHe HaKOMJIEHHOMY OMBITY M Tpora-
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raHfie BHYTPHBEHHOH aHTHOAKTEepPHAJbHOM TepamHH Ha

JioMy.

B okta6pe—Hos6pe 2000 r. corsacHo pacnopsixKeHHIO
Ne 353-p «O npoBeieHHH MOArOTOBKH CPEHHUX MEUIIHH-
CKHX PabOTHHKOB JAETCKHX TOPOACKHX TMOJUKJIHHHK IO
TMOBBIIEHHIO Ka4eCTBa OKa3aHHS! MENMLMHCKOH MOMOLIH
GOJIbHBIM MYKOBHCLHJ030M B aMOYJIaTOPHO-NOJHKIHHE-
YeCKHX YCJIOBHUSAX, B YCJOBHAX "HHEBHOrO CTALMOHApa»
Komurer 3npaBooxpaHeHHs COBMeCTHO ¢ Poccuiickum
LIEHTPOM MYKOBHCILHI03a IIPOBEJI IIHKJIbI TOATOTOBKH MpO-
LeflypHBIX MEMUHHCKUX cecTep 163 neTCKHX ropoAcKux
NOMMKAMHUK MockBbl. B nmporpamMmy moaroToBku cecrep
OB BKJIIOYEHBI CJEAYIOLIHE TeMBL:

OnbIT aKTHBHOTO JUCMAHCEPHOro HaGJONEHHST GOJBHEIX
MYKOBHCLHI030M B ropozie Mockae.

[Toxasauus AJst MPOBEieHHS] KYPCOB BHYTPHBEHHOH aH-
THOAKTEPHAJIBHOH Tepamnuy GO0JLHBIM MYKOBHCLHIO-
30M B aMOyJaTOPHO-TIOMMKIHHHYECKHX YCJIOBHSX H
YCJIOBHSIX “IHEBHOTO CTallMOHapa”.

YCTpoHCTBO M BHAB NepH(epHUECKHX BEHO3HBIX KaTeTe-
pOB, CTaHJapPTHHIH HAGOp AJIS KaTeTepH3alWH IepH-
(hepHyeCKOH BEHBI M aJrOPHTM NMOCTAHOBKH NepHpe-
PHUYECKOro BEHO3HOrO KaTeTepa M ero yHajleHHsl B
YCJIOBHSIX CTaLMOHApA.

ITpoBenenne MH(DY3HH 4yepe3 nepudepHYECKHH BEHO3-
HBIM KaTeTep.

¥Yxon 3a nepudepHyecKuM BEHO3HBIM KaTE€TEpOM H Tpo-
(hHUNIaKTHKA OCJIOXXKHEHHH KaTeTepH3aluH.

[TaTpoHax GOIBHOrO MyKOBHCLIHAO30M, TIOJYYAIOLIEro Kype
BHYTPHBEHHOH aHTHOAKTEPHANILHOH Tepanuu B yCJIO-
BHSIX JHEBHOTO CTallHOHapa.

Boliin npoBefieHEl PaKTHUECKHE 3aHATHS 1O YXOAY 3a
nepudepuyecKHM BEHO3HBIM KaTETEPOM H NPOBeJIeHHEM
yepe3 Hero HHQYy3Hui. [To OKOHYAHHH LMKJIOB MOATOTOBKH
npoLeypHble MEAULHHCKHE CECTPhl MOMYYHIH cepTHhH-
KaThl.

B Hacrosiuiee Bpemsi paspabathiBaeTcsl ykasaHHe Ko-
MHTeTa 3paBOOXpaHeHHss MOCKBEI, KOTOpOe MpHAacT
IOPHAHYECKHH CTaTyC CTallHOHap3aMellaloleH TeXHOJO-
THH — BHYTPHBEHHOH aHTHOAKTEepPHAJbHOH TepanuH Ha
JIOMY C TIPHUBJIEYEHHEM K aKTHBHOH paboTe NMpoLeLypHBIX
MEeIHILHHCKHX CeCTep rOpOACKHX MONHKIMHHK.

KoHeuHo, HeOOXOAUMBI JaJIbHEHIIHE HCCNEN0BAHUS ISt
OLIEHKH MHIMBHAYAJbHBIX H SKOHOMHYECKHX MPEUMYILECTB
TNPOBEJIeHHs] JIOMAalIHEero BHYTPUBEHHOTrO aHTHOAKTEpH-
aJIbHOTO JIEYEHHS, HO YXKe ceHyac Ha OCHOBaHHH Hallero
OMbITa MOXHO CKa3aTh, YTO BBeJleHHe aHTHOMOTHKOB
GOJIbHBIM MYKOBHCLIMIO30M Ha JIOMY — '3TO 9KOHOMHYECKH

neJjecoobpasHasi, ahexTuBHas1, 6e30nacHas cTaluoHap-
3aMellaollas TeXHOJIOTHSI B Tepanuu 60JbHBIX MyKOBHC-
uuao3oM. Takoi BapHaHT JIeYEHHS NMOJOXKHTENBHO BOC-
NpUHHMaeTcs: GOJNbHBIMH HETbMH H HX POAUTENSIMH H
MOXKEeT NPUMEHATHCS ISt JIEYeHHST HETSKEJBIX 000CTPEHHH
GPOHX0JIErOYHOrO MpoLecca H MJIaHOBbIX NPodUIaKTHYEC
KHX KypcoB y OOJIbHBIX B OpPraHW30BaHHLIX B HacTosilliee
BpeMsi 26 perHoHajibHBIX LEHTPaX MO AHAarHOCTHKE H
JIeYeHHIO MyKOBHCLMA03a. OpraHu3alust BHYTPHBEHHOMH
aHTHOaKTepHa/lbHOH TepamnuH Ha JIOMYy B paMKaX aKTHB-
HOTO IUCMAaHCEPHOro HaOJIONEHH!S OKaXeT TIOJIOXKHUTENBHOE
BJMSIHME Ha YJIydllleHHe JeuyeOHO-peaGHIUTALMOHHOH H
MeIHKO-COLHAIbHOH TOMOLIH 3THM GOJIBHBIM.
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HoBoctu or komnaHuu TnakcoCmutKnsiviH

lMpu noanepxke komnaHum [nakcoCMUTKIISIVIH OTKPBIT HOBbIV PYCCKOS3bIYHbIN CaiT

www. air-online.ru — ACTMA B POCCUUN —

Ha kpynHom cdopyme, NOCBALLEHHOM ponu TexHonormm UHTepHeTt
B COBPEMEHHOM CUCTEME 34paBoOXpPaHeHns, KOTOPbIM NPOXoaun B
ceHTabpe 2000 r. 8 BawwuHrroHe (Internet Health Care Forum 2000),
BCE CneuuanmcTbl NPULLAK K EAUHOMY MHEHMIO, YTO Nonb3oBaTenu
VIHTEpHEeT XOTAT nonyyatb OOBLEKTUBHYIO, HAAEXHYIO U COBPEMEH-
HYI0O MEAULIMHCKYIO MH(OPMaLMIO, KOTOPasi MOXET CRyXuTb “pyko-
BOACTBOM K AeincTsuio”. JoCTynHbIM UCTOYHUKOM TeMaTu4ecKown
wHdopMaumMm 1 HOBOCTE C NPAKTUYECKM MIHOBEHHbLIM [OCTYrNOM
asnserca MHTepHeT. VIMEHHO NO3TOMY MHTEPHET-KOMMaHuu, Npeao-
CTaBnsAoLMe COBPEMEHHYIO, CUCTEMATU3UPOBAHHYIO U AOCTOBEPHYIO
MeanunHekylo nidopmaumio, Takue kak MDCONSULT, MEDSCAPE
W Ap., a TaKKe cneunanuanpoBaHHble CaiTbl NoNb3yloTes 6onbLIoi
NONyNsSIPHOCTLIO CPeav Bpayeil, KoTopbie 06pallaloTca K HUM He
TONbLKO B Npouecce NOBCeAHEeBHOW paboTbl, HO U MPWU NONY4YEeHUU
MeauUMHCKOro o6pasoBanus u cepTuduKaumu.

www.air-online.ru — nepsbiii NPoMeccuoHanb b PYCCKOA3bIYHbIA
UHTEPHET-PEecypC, OPUEHTUPOBAHHbLINA Ha Bpaveii-anneproaoros,
ny/IbMOHOJIOr0B, TeParnesToB U NEANATPOB U Ha NaUMeHToB, B0/bHBLIX
OpPOHXManbHOM acTMOA.

CrpykTtypa pasgena uidpopmauum ona Bpavei

1. Hosoctu. locnegHue coollieHus Beaylmx MeaULMHCKUX
nHpopmMaumnoHHbIx areHTeTe AZ-AIR Newsletter, Doctors' Guide
(c TemaTn4eckoit HaCTPOWKoi), Medscape, aHOHCb MeaULH-
CKMX XYPHanos.

2. [HokymeHnTsl. B noapasnene paamelleHbl 3NEKTPOHHbIE BEPCUM
HaUMOHaNbHbIX U 3apyOeXHbIX PYKOBOACTB M0 aCTME, PEKOMEH-
Aauumn sBeayumx npoeccuoHanbHbIX OpraHn3auuii no npoee-
AEHWNIO AUarHoCTUYeCKUX nNpoueayp.

3. TMpenapartbl. PasmeuleHa nHdopmaums o npenaparax, npu-
MEHSIeMbIX B Tepanuu 6poHXnanbHOM acTMbl M COMYTCTBYIOLLIMX
annepruyeckux sabonesanuii. MpeacTaBneHbl kak MHbopmauu-
OHHbIE NIMCTKY, Tak U NOJIHOTEKCTOBbIE NOCOOMS NO KIMHUYECKOM
dapmakonormm n oco6eHHOCTAM NPUMEHEHUA NPenapaTos.

4. ®opymsl. [lanHas pybpuka AaeT BO3MOXHOCTb Nlo6oMy noce-
TUTENIO CO3AaThb CBOW COBCTBEHHLIN HOPYM, CTaTk €ro Moae-
paTtopom u -coobujath Yepes NIUCT paccbiiku o npobnemax,
noafHMMaeMsbIx Ha popyme.

5. Wccneposanus B 06nacTy 6poHXUaNbLHONM aCTMbl. 348Ch MOXHO
HE TONbKO MO3HaKOMUTLCH C pes3ynbTatamu, HO U MONYYUTL
MHMOPMALMIO O BLINONHIIOLMXCS UM MNIAHUPYIOLLMXCA UCCNeno-
BaHUAX, HaTWU NapTHEPOB ANs UX NPOBEAEHUs, NPeACTaBUTbL
nHdpopmaumio o cobCcTBeHHbIX paboTax, MHTEpecax, nnaHax.

6. Hawwm pa6otsl. 3aeck n060oI NOCETUTENL MOXET Pa3MeCTUTL
cBou nybnukauum (cratbu, METOAUYECKUE NOCOOUA U T.4.).

7. WWW-ccbinku. Cnncok aHanornyHbIX v pPOACTBEHHbIX PYCCKO-
A3bIYHLIX U AHrNOA3bIYHBLIX pecypcoB. CCbiNKM Ha CUCTEMbI
rnovcka MeauUMHCKON MHGOpMaLMK, B TOM YUCTIE MONHOTEKCTOBOW.

8. JlucT pacceinku HoOBOCTel. JICT pacchbiikv HOBOCTEN noanep-
XuBaeT obpaTHyi0 CBA3b, NOATOMY 06O NOAMUCHUK MOXET
obuwarsecs ¢ APYruMy yHacTHUKaMu ucTa pacebinku. JaHHble,
NpeACTaBNeHHbIE NPU PerncTpaumm, UCNonbayioTes Ans GopmMu-
poBaHuA peecTpa cneuuanucTos.

[na nonyyeHus AONONHUTENLHOM MH(OPMaLwmu obpataittecs B npeacTasuTenscteo GlaxoSmithKline no anpecy:
Poccun, 117418, Mocksa, Hosouepemylukuxckas yn., 61.

“AIR” (Asthma in Russia)

JAI!Mnlanuum Actis b Poccum - “:lo)n‘lldﬂnﬂlwhn

& [ =]

220w

Actva 8 Pocam

Tlosen 1o castyy

Thaniins nogaenran

Saess Bu nz-r: naftry serrepecyouys Bac wmxdopuasone o seonz:
A MUTCRNS ACHENA, L0 UWGTTURK W
»meren Rpy7ar CESEYET OBATL, W10 06pAIGOOiEE: DUMENTCS MENEYCA

NACTMR € B8 Y * DECCHIDO MmO
arepnNeI0 36enenu Xopote s xwau amwnm

Crpykrypa paspgena uHidpopmauum ong nauumeHTos

1. TMamartku ans nauyvenToB. [oapasgen sensertcs oduumans-
HbIM NEpPeBoAOM NaMATOK KpynHenweln npodeccuoHanbHowm
OopraHu3auny KIMHUYECKUX annepronoros/MMMyHONOros Ame-
PUKaHCKOW akafemMmuu actmbl, annepronaoruv, UMMyHONOr K.

2. O npenapartax. [laHHblii Noapasfaen CoOAEPXUT MONyspHYIO
uHopmMaumio 0 npenapartax, NPUMeHsIeMbIX 151 NeYEHUs aCTMbl
1 CONYTCTBYIOLMX annepruyeckux 3abonesaHuii.

3. Kanenpaps nbinenusi. B naHHOM nogpasaene npeacrasneHbl
AaHHbIE O NbUIEHUN BETPOONBUIAEMbIX PACTEHUI, MbLIbLA KOTOPbIX
ABNSETCA annepreHHon. [laHHble CrpynnupoBaHbl No permoHam
Poccun.

4. PeecTp cneuuanucTos. BoaMOXeH nouck Bpaya annepro-
nora/nynbLMoOHOOra N0 permoHam.

Monpasnen “Movyemy Mo pedbeHok 6onen actmon?”

6. PerunonanbHble acTma-ueHTpsbl. B noapasaene npeacrasneHa
uHdopmauma o paboTe peroHanbHbIX aCTMa-LEHTPOB C yKa-
3aHuem aapeca, Gamunuii Bpadeit 1 rpaduka paboTsl.

7. dopym Bonpoc—oteeT. B on-line dopyme Bonpoc-oTseT
pasmMeLanTcs BONpoch! NAaUMEHTOB U OTBETLI Ha HUX. MOXHO
3aAaTb BONPOC KOHPUAESHUMANLHO Yepes 06bIYHbIA NOYTOBbIN
ALK,

8. Jluct pacchinkM HoOBOCTeW. JIUCT pacchbinku HOBOCTEl ©
BO3MOXHOCTbIO 06paTHOW CBA3W CNYXUT ANl PacChiNku pas-
JINYHLIX HOBOCTEW, COOBWEeHnIn 1 ana oBLWeHns y4acTHUKOB
NMcTa pacchbuiku mexay coboii,

9. WWW ccbinku. basa faHHbIX N0 aHANOrMYHbLIM ¥ POACTBEHHBLIM
pecypcam.

o

www.air-online.ru — nepBsblii PyccKOA3bI4YHbIA MHTEPHET-PECYPC NS
BCEeX, KTO Xo4eT y3HaTb 60/bLue 0 BPOHXUanLHOM acTme, MeToaax
ANarHoCTKu, NPoGUNaKTUKN 1 IeYeHns1 4aHHOro 3aboneBaHus.

“ACTMA B POCCUN” — nepsasi nomowys npu ACTME!

Ten.: (095) 777-89-00. ®dakc: (095) 777-89-01.




CepeTux MyAbTUANCK

Canbmerepon/thnioTkasoHa nponuoHar

DopMbl BbINYCKA: [10pOWKOBEN MHranaTop “MynsTuancx” 8 4osnposkax: 50 mKr cansmeTepona (8 suae cansmerepona keuwacpoara) u 100, 250
w500 MKr chnioTHKa3oHa nponwnoKara 8 04HoA [ose; 60 403.

%

Moxasanus: basucwan Tepanus 3a6 i, CONPOBOXAA p i 06CTPYKUMeR AbIxaTentHbix NyTeR (BKNIOYAR GPOHXHANLHYIO aCTMY Y
QETei W B3POCALIX), KOrAA UENecoo6pasHo HasHaueHne KOMOUMHUPOBAHHOM Tep. 6p Tatop M PaT U3 rpynnbl MHrANAUMOHHBIX N0~
Kxokoprukocteponaoe (MKC): naumenTam, nonyyaiowmm noaAEPKMBAIOULYIO TEPANKIO arOHUCTaMK B,-3APEHOPELENTOPOB ANUTENLHOTO ABACTBMA U
uHranaumosKbiMi MKC, naumentam, y KOTOpbiIx Ha (hoHe Tepanuk MHranaUMOHHbIMK MKC COXPAHAIOTCA CHMNTOMBI 3260NeBaHWR, NALUMEHTM, Pery—
NAPHO MCNONBL3YIOWMM GPOHXOAMNATATOPL!I KOPOTKOFG ACAHCTBHA, KOTOPLIM NOKA3aHa TEPANUA WHIANAUMOHHBIMK MKC.

Moauposku ¥ cnocob npumenenns: Havanbhyio 103y Ceperupa MynbTUAKCKa ONPEAENAIOT HA OCHOBAHWM A03bI (DNIOTMKA30OHA NPONNOHATA, KOTO-
Pan PEKOMEHAYETCA ANA NEYeHUA 3a60NEBAHUA AAHHOMA CTENEHW TAXECTH. 3aTeM Ha%anbHy A03Y Np CHIKATL A0 M-
HUMANsHOM A HEKTUBHOM A03bI.

P AYET NOC

B3pocnsie W NOAPOCTKM B BO3PACTE 12 NET W CTAPWe: 1 uHranayma (50 mMxr cansmerepona 1 100 MKr (RIOTHKA30HA NPONHOHATA) 2 Pasa B CyTKH,
umu 1 wHranauma (50 mxr cans pona u 250 Mxr ¢, 30Ha ) 2 pasa B cyTkw, wnn 1 wiranayns (50 mxr cansmerepona n 500 mr
(PMIOTHKA30HA NPONHOKATA) 2 Pasa 8 CyTKH.

[lew 8 Bo3pacTe 4 nNeT W CTapwe: 1 uwranauns (50 mxr cansmerepona i 100 MKr (PAIOTHKASOHA NPONKOHATA) 2 Pasa B CyTKN. [anHsix O npHMEHe-
i Cepernaa MynsTuamcka y aeren 4 ner wer.

MpoTHBONOKA3AHUA: [MNEPYYBCTBUTENLHOCTS,

Npepynpexaenus: Cepetun MynbTUAMCK NPEAHA3HAYEH ANA ANUTENLHOMO NEYEHHA a He ANR Kynup npucTynos. Pesko npexpa-
wars nevenmne Cepetnaom MynbTHAMCKOM HE PeKOMEHAYETCR. Cneayer coBNI0AaTs OCTOPOXHOCTL NPK NEYEHHN MHIANAUMOHHLIMK [KC naumexTos ¢
AKTMBHOW WNK i Ty nerkux. Ceperna MynsTmamck ) Np ¢ ocTop 10y C THpeoTO-

KCHKO30M. BO3MOXHbIE CHCTEMHbIE ADEKTLI BKNIONAIOT CHINKEHNE (DYHKUMM KOPbI HAANOYEYHUKOB, OCTEONDPO3, 3aABMKKY POCTA Y AeTed, Katapak-
Ty, FnayKomy. PEXOMEHAYETCA PErynapHO CNEAUTL 32 AWHAMUKOMA POCTA /IETER, NONYYAIOWMX WHraNALKWOHHLIE [KC B TEYEHME ANWTENBHOIO BPEMEHMN.

Mpumenenue npu GepemeHHoCTH M nakTauun: Ceperu MynbTHAMCK MOXHO HA3HAYaThb TONLKO B TOM CNy4ae, ecnu OXWAaeMas Nonb3a
ANR MaTepU NPEBLILALT NGO BOIMOXHLIA PUCK ANA NNOAA UNK pedeHKa.

No6oynbie adpextor: Mockonsky Ceperna MynbTHAMCK CORBPXMHUT CanbMETepon W (MIOTHKA30Ha NPONKOKAT, ero No6oYHbIE
D(eKTbI XaPAKTEPHLI ANA KAKAOrO U3 3THX npenapatos. ORHOBPEMEHHOE X NPUMEHEHHE HE BbI3bIBAET AONONHUTENBHLIX
no6oYHbIX 3(hdhexToB. PEAKO BOZHUKAKT TPEMOP, Cep r 6onb, 0xXp b ronoca u 3 N0~
NOCTH P13 W FNOTKM, Hblit 6! 3M

JAns nony4YeHH AONONHUTENLHOR MHhopMaL MK
obpawaittech 8 npeacTasuTenserso GlaxoSmithKline
no aapecy: Poccus, 117418 Mockea,
Hosouepemywkuxckas yn., a. 61

Ten.: (095) 777 8900, chakc: (095) 777 8901

GlaxoSmithKline

* [penapar HOBOTO ThiCAYENETUA
B Tepanuit 6POHXUANbLHON acTMbl

° KomnnemeHTapHOCTb AeNCTBUS
KOMMNOHEHTOB 06ecneymBaeT
KOHTPO/1b CUMNTOMOB, BOCNANEHUs
1 060CTPEHUs B OAHOM UHranaTope

® Yn0o6CTBO M NPOCTOTAa NpUema

® [loBblLLEHME NPUBEPXKEHHOCTM Tepanuu
OpOHXWANbHOI acTMbl

® YHUKanbHas cuctema A0oCTaBKu

© [loNHbIA KOHTPONb
OpoHXMaNbHOW acTMbl

€0 goa
CEPETUA® MY/IbTUAUCK®

Canbmetepon/®nioTHkazoHa nponuoua'r
MopowoK ANA HHrANALMWA

Bonmﬂmmpmrmww c:
(8 Buge cansumeTepona Ko
DMOTHKAIONA NPO



SLENY:

I

dbopmoTepone

YBEPEHHAS NMOBEAA HAL BPOHXOCIA3MOM!

Uccreaosanus nokasarn: sgppext MDopagura npossasercs vepes 1-3 munyrr nocae npumenennus, aaurcs 12 vacos.

®OPAUII® (FORADIL®)
KPATKOE OMUCAHUE
CenekTuBHbl BeTa2-aApeHOMUMETHK.

CocraB u popma Bseinycka
®opmotepona pymapar.
MopoLwwoK Ans MHransumii B kancynax. 1 kancyna - 12 Mkr.

Mokazanus

MpodunakTuka u nedesme bporxocnasma y 60nbHbIX ¢ 06paTUMbIM 06CT-
PYKTMBHbIM 3a60/1€BaHMEM AblXaTeAbHbIX NYTEH, TakUM kak OpoHXuanbHas
acrma. MpodwunakTuka GpoHxoCnasma, Bbi3BaHHOTO BAbIXaeMbIMU annep-
reHaMu, XONOAHLIM BO3YXOM WK U3M4ECKOIA Harpy3KOM.
MpodmnakTuka U NeyeHre HapyLieHuit GPOHXMANbHOM NPOXOAUMOCTH Y
GONbHLIX C 0OPaTUMbIMI MW HEODPATUMBIMI XPOHUYECKUMMU OBCTPYK-
TUBHBIMM GonesHamu nerkux (XOBJT), B TOM yucne XpoHuyeckum 6poHXu-
TOM 1 3MPU3EMOM.

HdosuposaHue

J[ins 83poCAbIX 1032 npenapara Ans perynspHoil NoAAePXUBAIOLLEH Tepa-
nuu cocrasnser 12-24 mkr (copepxumoe 1-2 kancyn) 2 pasa B AeHb. [1pu
OpOHXMaNLHOM acTMe B Cyyae HeoBXoAMMOCTH AONONHUTENLHO MOXHO
npuMenuTL 12-24 MK B fIeHb, HO He yallie, Yem ABa AHs B Hepenio. C ue-
Nbl0 NPOGUNaKkTUk BPOHXOCNA3Ma, Bbi3bIBAEMOr0 GU3UYECKON Harpy3-
KO unu annepreHamu, 3a 15 MUHYT 40 NpeanonaraeMoro KOHTakTa ¢ an-
NEPreHoM UAK A0 Harpyaku CNeayeT UHranuposarb 12 MKr npenapara.
Jletam B Bo3pacTe 5 NeT U craple Ana perynapHoi noaaepXusaioLLen
Tepanuu GPOHXMaNbHOM aCTMbI HaHayaioT Mo 12 MKr Ba pasa B fieHb. B
cnyyae HeobXoaMMOCTH AONONHUTENBHO MOXHO NPUMEHUTb 12-24 MKr B
JIeHb, HO HE yallie, YeM ABa AHs B Heaenio. [ins npodunakTuki GpoHxoc-
na3ma, Bbi3biBaeMOro GU3NYECKOI HarpysKoil UNK BO3AENCTBUEM annep-
reHa, cneayet Hranuposartb 12 MKr npenapara 3a 15 MUHYT 0 Oxuzae-
Moro 6poHxocnasma.

lNporuBonoka3aHus
MoBbILLEHHAs YYBCTBUTE/ILHOCTL K aKTUBHOMY BELLECTBY WU N1IAKTO3E.

lMpepnocrepexexHns

MNocne Hayana Tepanuu Gopagunom 6onbHLIM BPOHXMANLHOM acTMOM CReflyeT NPOAON-XaTb
NPOTUBOBOCNANMTENBLHYIO TEPANWIO, B YACTHOCTH, FMIOKOKOPTUKOMIAMY, 683 U3MEHEHMA PEXU-
Ma A03uposanus. HeoBxoanMo cobNIoAATL OCTOPOXHOCTb Y GONbHBIX MUEMUYECKOH BONesHbI0
CepALa, HaPYWEHUAMI CEPABHHOTO PUTMA W NPOBOAMMOCTH, 0COGEHHO NPU ATPHOBEHTPUKY-
napHoit Gnokage Il crenenu, TRXeNoi CepABYHON HEAO-CTATOYHOCTLIO, MAMONATUYECKUM NOA-
KNaNaHHBIM A0PTANbHBIM CTEHO30M, MMNePTPOdU-4ECKoi OBCTPYKTUBHOI KapAMOMMONaTHER,
TUPEOTOKCUKO3OM, NPH HANMYMM WM NOAO3PEHIMM HA yAnuKeHue unTepsana QT. Y GonbHbiX
CaxapHbiM AnabeToM PEXOMEH-AYETCH AONONHUTENbHBIA KOHTPOND I Waberarb npu-
MEHEHUS B NEPUOAb BEPEMEHHOCTY W KOPMAEHUA IPYABIO.

BzaumopgeiicTens

XUHWOMH, AU30NMPaMUA, NPOKaMHaMKA, PEHOTHA3MHDI, AHTUIUCTAMUHHBIE NPENapaTl, TPU-
UMKAMYECKUE aHTUAENPECCaHTH!, MHrBUTOPH MAO, CHMNATOMMMETHKM, NPOU3BOA-HBIE KCaH-
THHE, CTEPOWALI, AMYPETHKN, NPEnaparkl aurutanuca, Geta-aapeHodnokaropl.

Mo6oyHbie gencTens g

WHorpa: Tpemop, cepauebuenue, ronosHan 6onb. Pefxo: Cyaopork B MbILULAX, MUaNru, Ta-
XuKap/ms, BO3BYX/EHUE, rON0OBOKPYXEHUE, HEPBOZHOCTb, GECCOHHMLA, yeunerue Gpoxocnas-
Ma, PA3fIPAXEHHE POTOTNOTKW. B OTAGNbHBIX CAYHAsX: PEAKUMWA MMNEePHYBCTBU-TENLHOCTH, B
TOM YUCNE TAXENAS apTEPUanbHAA MUNOTEH3UR, BHTMOHEBPOTUYECKMIA OTEK.

Ynakoska
30 kancyn 8 ynakoexe B koMnnexte ¢ Asponaiiaepom®.

MrHOBEHHbIN agpext
npu AJINTEJIbHOM peincTenm

A%A)




%Aven tis

Aventis Pharma

—
M—
AR—
I—
—
——
—
——
—
N—
~—

TABAHMK

? (ﬂggﬂmﬂﬂllﬂﬂllllll)




antek®

KoMbuHupoBaHHOE npodunakTuyeckoe
W NPOTUBOBOCMNANIMTENbHOE CPEACTBO

LOurek =
[03MPOBaHHbIN
a’3po3osib

| C rpybroi gns pra

| R NPODNNEKTIKN
W NeveHna

GPOHXMENENOR

| acTams u GpokxwTa

| Boehringet
Ingelhein’

AMTEK°

ConepxuT B OAHOI A03MPOBAHHON WHraNsUUK MOMHYIO TepaneBTUYECKYIO 403y NPOTUBOBOCMANUTENLHOrO
npenapara guHaTpUs xpomornukara (1,00 Mr) u CHUXEHHYIO 103y 6POHXONUTUYECKOrO NpenapaTa deHoTepona
ruapo6pomuga (50 mkr)

PaunoHanbHoe coveTaHne KOMNOHEHTOB obecrieymsaeT [uTeky pacluMpeHHbil TepaneBTUYECKUI Npodunb,
BKJTOYAIOLLNIA:

® MpoTusoBOCNanuTeNnbHOE AENCTBUE, ABNFIOLEECS OCHOBOI M1aHOBOM Tepanuu 6pOHXManbHOM acTMbl
NO MUPOBbLIM U POCCUINCKUM peKoMeHgZaumsam 1992-1996 rr.

® MpodunakTuueckuit ahchekT, NPeBOCXOAALNII AEICTBUE KAXKAOTO U3 KOMMOHEHTOB B OTAENLHOCTH

® [lononHuTenbHbIN 6poHXONMTUYECKUI IDDEKT, NO3BONAOLMIA KYNUPOBATH HETSHKENbI npuctyn 6e3
MCNOJIb30BaHUA AONONIHUTENbHbLIX a3p0O30neit

L BbICOKyIO 6e3o0nacHOCTb OUTEeNnbHON Tepanuu, 3a CYET MUHUMaNbHOrO cofiepXkaHus 6eTa-cumnaToMumMeTmKa

b yﬂOﬁCTBO M 3KOHOMUYHOCTb JieYeHUs, No CPaBHEHMIO C UCNONb30BaHNEM ABYX pa3fesibHbIX a3po30Jien

Cocras: 1 go3a aspo3ons copepXuT: heHoTepona ruapobpomuaa — 0,05 mr, AUHATpUA Xxpomornukata — 1,00 mr

Mokasanus: [na neyeHus u NpOGUIaKTUKN YAYWLA NPy GPOHXMANBHOM acTMe U Apyrux 3a6onesaxnax, CONPOBOXAAIOUUXCH OBPaTUMBIM CYXKEHNEM AblXaTeNbHbIX
nyTen.

Mpotusonokasanus: Wanonatnyeckuit cy6aopTanbHbiii CTEHO3, TaXMapUTMMUS; MOBLILEHHAS YYBCTBUTENBHOCTH K ¢deHoTepona ruapoGpOMUAY, AUHATPUS
XPOMOrNUKATy WM HEaKTMBHbIM COCTAaBAAIOWMM npenapata. [luTek He CneayeT WUCNONbL30BaTh Y GONbHBIX C aHAMHECTMYECKUMW YKA3aHWAMM Ha
MNepYyBCTBUTENLHOCTE K NUUTHHY COM MM TaKUM NULIEBbIM NPOAYKTaM, KaK COeBble 606bl 1 3eMANRHOI Opex.

®opma sbinycka: [luTek A03MPOBaHHBIA a3p030/b N0 10 MA ¢ MyHAWTYKOM (200 403 aspo3ons).
AononuutensHoe ykasaxue: Moxanyicra, NpouTUTE NOAPOBHYIO MHOPMALMIO Ha NUCTKE-BKNAABILE K npenapary.

lMpeactasutenscteo "Bepunrep UHrenbxaitm ®apma MmoeX" - .
117049, Mocksa, yn. [loHckas 29/9, cTp 1 Boehrlnger
' i

Ingelheim

Ten. (095) 788 61 40, dakc (095) 788 61 41
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(Suprastin®) Tabnertku

pacu®

ryuapoXsIopuAa XN10poNMpaMmuHa

. Cynpactun’ &

20 mr B 1 amnyne (1 mn)
25 mr B 1 Tabnerke

NMOMOXXET NPU NIOBOWU AJITEPTUU

v/ YPreHTHas annepronorus
v/ aronuyeckue 4epmaruThbl
v NONNIMHO3bI

v npodunaxkTuka annepruye-
CKMUX OCNOXXHEHWUI NPU BAK-
LMHALUM U NPUMEHEHUU
QHTUOaKTEPUANbHBIX
cpeacTs

*B.®. Yyaitkun. OcTpble pecnupatopHble 3abonesanus (OP3) y aeteit (CTaHaapTsl Tepaniu).

[Jetckuit poktop, 1999, Neil.

v/ OCTpble pecnuparopHbie
3abonesaHus*

v anneprus Ha JOMALLHIOK
nbisib

v/ WepcTb JOMALLHUX
)XMBOTHbBIX

v/ YKYCbl HACEKOMbIX

AO «dAPMALEEBTUMECKWUIA 3ABO/, SrUC» (Bexrpus)
leHepanbHoe npegcTasuTenscTeo B Poccuun: 123376 Mockea, yn. Kpachas Mpecks, 1-7,
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Ans B3pocCnbiX U ieTen
cTapLue mecauya

Boratbii Bpa4yeOHbIA ONbIT
npumeHeHus CYMPACTUHA
No3BoJiISeT paccMaTpuBaTb
ero Kak XW3HEeHHO HeoDxo-
AVMbIA Npenapar B nepeyHe
NIeKapCTBEHHbIX CPEeAcCTs,
MCNOJNIb3YEeMbIX M1 JIEHEHUS
00NbHBIX NIOOBIMK annepru-
Yyeckumm 3a00NeBaHUAMM.

CYNPACTUH abcontoTHO He-
3aMeHUM NpU NIE4EHUM OCT-
PbiX annepru4yecKnx cocTos -
HUWA, TpeOyloWuX napeHTe-
panbHOro BBEAEHUs npena-
parta. OyeBuaHbIM nNpeumy-
wecteom CYMNPACTUHA saB-
ngeTcs  CyuecTBOBaHUE
ABYX NleKapCTBEHHbIX GopM:
Tabnetok v pacrteBopa Ans
MHbEKLUNA.

CepatueHoe peucteue CYI-
PACTUHA sBnsetcs HeoOXxo-
OUMbIM ANS YMEHbLUEeHUS
M3HYPUTENbHOrO 3yAa npu
KOXHbIX anfiepru4yeckux pe-
aKuusax, 4To cnocooOcTByeT
HOpManu3auum HapyLIeHHO-
ro cHa.

- IT'ywwmn U.C.,
yneH-kopp. PAMH,
A.M.H., npodeccop
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Kaenpa BayTpennux 6omesHeit Ne 2 ieve6Horo dakynsrera MMA nm. M. M. CeueHoBa

COUGH: AETIOLOGY, NATURAL HISTORY, DIAGNOSIS, THERAPY
1.G.Danilyak

Summary

The article constitutes a literal review and an analyze of the author's private experience in this field. A
classification of cough, main causes of its appearance and its complications have been shown. Approaches to the
cough diagnosis have been given in detail. It is emphasized that a cough cause is necessary to be estimated. The
algorithm for the cough cause recognition developed by the author has been demonstrated. Treatment approaches
to a coughing patient have been considered according to the cough aetiology and natural history, and the cough
character (productive or non-productive). Finally the author noted that detection of the cough mechanisms and
peculiarities allows choosing an efficient therapy for the cough removal or control.

PesiomMme

Cratbsi npeacraensieT coboit 0630p nMTEpaTypbl U aHanu3 NMYHOro OMbiTa asTopa Nno AaHHou npobneme.
MpuBoauTcs KnaccupuKauma Kawnis, NepeynucnsioTcsi NPULHUHLL ero BOSHUKHOBEHUSI U OCNOXHEHUS. Moapo6HO
nanaraioTca noaxoabl K AUarHOCTUKE Kalns, a Takke HeobxoauMocTb 0653aTenbHOro YCTaHOBNAEHUS NPUHUHDI
kawnsi. MPUBOAUTCA COCTABMEHHbLI aBTOPOM anropuTM MO Pacro3HaBaHUI0 NPUYMHBLI BOSHUKHOBEHUS Kaluns.
PaccMaTpuBaloTca noaxoAbl K JIEYEHUIO KaLNAoWero nauMeHTa B 3aBUCMMOCTU OT 3TUONOTMM U NaToreHesa
Kalwns, ero xapakrepa (NPOAYKTUBHLIA WNW HENPOAYKTUBHLIM). B 3aknioyeHuu aBTOp ykasbliBaeT Ha Heobxo-
AVMOCTb YCTAHOBNEHUSI MPUYMHBI KaLWs, MEXaHW3MOB BO3HWKHOBEHWSI U €ro OCOOEHHOCTEW, YTO Mo3BONseT
nono6pars naumneHTy apdeKTUBHYIO Tepanmio, NO3BONSIOLLYI0 NMBO0 NMKBMANPOBATL Kallienb, 160 ynpasnsiTe UM.

Karuens — 3auuTHbIH peduieke, CaryKallui A1s yaaleHHs
YyXKepOoIHBIX BELIeCTB M MaTOJOTHYECKOro ceKkpera H3
JIbIXaTEJNbHBIX MyTeH.

Ero Bo3HHKHOBEHHE OOYCJOBJIEHO pasjipa’keHHeM Kalll-
JIEBBIX PELeNTOPOB HOCA, YUIeH, 3aJHeH CTEHKH IJIOTKH,
TpaxeH, OPOHXOB, TJIEBPHI, AHa(parmel, NepHKapaa, Mu-
meBoja. BHewnne U BHyTpeHHHe dakTopsl (KosebaHus
TeMIepaTyphl H BJaXXHOCTH BO3NyXa, adpOMOJIIIOTAHTH,
TabayHbIi [BIM, Ha3aJbHasl CJIM3b, MOKPOTA, BOCHaJIeHHE
CJMBHCTBIX ABIXaTENbHBIX NMyTeid H T. A.) BO3OYXHAOT
KallJIeBbIe PELIENTOPI, OAPas/eIIoIHecs: Ha HDPUTAHTHEIE,
GBICTPO pearupyiolle Ha MeXaHHYecKHe, TepMHYecKHe,
XUMHYECKHe pasfpaxkutesu u C-pelentopsl, npeumyie-
CTBEHHO CTHMYJIHMDYIOLIHECS MeAuaTOpaMH BOCMaJeHHS
(mpocTarnanauHamMu, 6pafuKUHHHAMHE, cy6cTaHuUMel P 1
1p.). BosHUKaOWMIH IPH STOM HMIYJIbC epeaeTcs uepes
adhepeHTHbIE BOJOKHA OJyXKAalollero Hepsa B “Kalllje-
BOH” IIEHTP, PACIHOJIOXKEHHBIH B IPOAOJIOBATOM MOS3TE.
PeduaexropHasi nyra sameikaeTcst 3 (epeHTHEIMH BOJIOK-
HaMH GJy>Kjaiolero, adagparMajibHOro H CHHHAIbHBIX
HEepBOB, HAYLIMX K MBILIIAM IPYAHOH KJIETKH, AuadparMsl
1 OPIOLIHOTO Npecca, COKpallleHHe KOTOPBIX NMPHBOAUT K
3aKPBLITHIO TOJIOCOBOH IUEIH C MOCJEAYIOLHM €€ OTKphI-
THEM M BbITAJKHBaHHEM ¢ GOJbLIOH CKOPOCTBIO BO3AYXa,
yTo compoBoxaaetcs Kaiuiem [1,8].

Karuess kinaccuguuupyercs no xapakrepy (Henpomyx-
THBHBIH, WM CYXOH, W TPOAYKTHBHBIN, WM BJAXKHBIH),
10 HHTEHCHBHOCTH (MOKalIHBaHKe, JETKUH U CHIbHBI),
110 TIPOAO/KHUTENBHOCTH (3MH30MYECKHI KPaTKOBPEMEHHBII
MM TIPUCTYNMOOGPA3HBIH H MOCTOSIHHBIN), MO TEYEHHIO
(ocTpeiit — mo 3 Henm, saTskHOH — 6Gosee 3 Hem H
XpOHHYECKHH — 3 Mec u Gosee).

JI1st ©3MepeHHsT YacTOThl KALLJIS MCMOJb3YIOTCS CIie-
LHaNbHBIE METOMB: CYOBbEKTHBHBIE OCHOBBIBAIOTCS Ha
OLlEHKe KallJIs MalHeHTOM IyTeM pPEerucTpaluH Kalule-
BbIX TOJYKOB Ha TaK Ha3biBaeMOH BH3YyaJbHOH LIKaje
Ju60 B AHEBHHKEe Kauuis, JUO0 C MOMOLIbI0 GalliIbHbIX
IWIKaJ Kaluis; HHCTPYMEHTaJbHble METOAbl MO3BOJSIOT
00BEKTHBHO OLIEHMBATh Kailenb. K HUM oTHOCSITCH Mar-
HUTO(OHHAS 3aMUCh KalL/Is, XOJTEPOBCKOE MOHHTOPHPO-
BaHHe CO CrelHaIbHBIM JATYHKOM JUISt PETHCTPALMH KalllJIs,
tyccorpadus u ap. [1,8].

[TprunHEl NosiBNEHHs Kauuisi pasHoobpasubl. A.I.Yyua-
aun u coasm. [8] (2000) ykaswiBaior Ha 53 BO3MOXHBIE
NPUYKHHBL €ro BO3HHKHOBeHHs. [l Bpaua Hauboubliee
3HaueHHe HMEEeT BLISICHEHHE 3THOJIOTHH 3aTSKHOrO H
XPOHHYECKOro Kauuis. AHa/H3 CreuranbHO NPOBeleHHbIX
HCCJIe[IOBAaHUH MOKa3aJl, YTO CaMBIMH YaCTHIMH NPHYHHAMH
TAKOT0 KaluIsl SIBJSIOTCS MOCTHA3aJbHbI 3aTeK, GPOHXH-
ajlbHasl acT™Ma ¥ ractpoasodareanbHbiil pediioke. Cpenn
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APYTHX YacTO BCTPEYAIOIIMXCSl NPHYHH YKa3bIBAIOTCS
nepeHeceHHble pecnHpaToOpHble HHEKIHH, XPOHHYECKHH
6pouxut (Kypenue) u 6ponxoskrasusi [10,14]. ITonuep-
KHBaeTCsl Hepejikasi CBSI3b KallJIsl C JIeYeHHeM JieKap-
CTBEHHBIMH IpernapataMH — HHIHOHTOpaMH aHTHOTEH-
suHnpespamaiomero ¢epmenta [13]. Ipyrue npuunnbl
Kaluuisi BCTPevaloTcsi pexxe. ITO OTHOCHTCS K OoJee
PEAKOM MaTONOrHH OPraHoB AbIXaHusi (MIEBPHUT, HHOPOIHOE
TEJIO B ABIXaTEJbHBIX MYTSX, ONMYXOJH, HHTEPCTHLHAb-
Hble G0JIe3HH Jierkux  Jp.). Kauesnb Moxer GHITh ciefi-
CTBHEM MAaTOJIOTHH yXa, ropJja W Hoca (IJHHHasi yBYyJs,
BOCMAJIUTENbHBIE 3a00/IeBaHHSl BEPXHHX JABIXaTEJbHBIX
nyTel, pak ropTaHH, cepHasi npo6ka B yxe). [Tatosorus
CcepleyHo-COCYIMCTON cHCcTeMbl (cepiieuHasi HeloCTaToy-
HOCTb, aHEBPH3Ma aOPThl, TPOMOOIMOOJIHS JIErOYHOH ap-
TEPHH, TOPOKH CepAlla, TEPUKAPAHT), XKeJyA0YHO-KULIIey-
HOro TpakTa (KpoMe y»e yKasaHHOro racTpoasotarealib-
HOro pedJiioKca, MOCTXOJIEUHCTIKTOMUYECKHH CHHIPOM,
noanuacdparmMaibHbi abeuece) W auddysHbe  60JI€3HH
COEIMHHTENbHON TKaHH (CYXOH CHHAPOM, CHCTEMHasi CKJle-
pOZepMHS H AP.), @ TaKXKe MeTaboJHYecKHe HapylleHHs
(pecniupartopHbifi 0Kcasos, Mogarpa) MoryT OBITh TPHYH-
HaMH BO3HHKHOBeHHS Kauuis. Kak 1ocTaToOyHO peaxuMu
NpHYMHAMH Ha3BIBAIOTCS SITPOreHHble (6pOHXOCKOMHUS,
JIADHHTOCKOIHSI, HHTYOalHs, aMHOIOPOHOBOE JIETKOE, BIbl-
XaHHe MOPOLIKOBBIX JIEKAPCTBEHHBIX (hOPM) H OYeHb pefl-
KHMH 300, MEHMHTHT, NCHXOreHHble, BHICOKOropHasi 60-
Jie3tb [6,8]. B GoJBUIMHCTBE CJIyYaeB MPHYMHA, BBI3BABLLAS
Kalliesb, GbIBaeT €JHHCTBEHHOH, HO YKa3bIBaeTCsl Ha BO3-
MOXKHOCTb COYETAHHS 2 U Jlake 3 STHOJNOTHYECKHX (ak-
TOPOB BO3HMKHOBeHHs Kauwis [10,14].

DNH30AUYECKHH HETSKEJBIH Kallesb MOXeT He CKa3bl-
BaThCsl Ha OOLIEM COCTOSIHMH GosibHOro. OQHaKoO MyuH-
TEJIbHBIH NPUCTYNO06PA3HBIH, HIIH XPOHHYECKHH, KallleJlb
yXyAlIaeT Ka4eCTBO XKH3HH NallHeHTa, HapyIIaeT ero COH,
CHHXKaeT (HDH3HYECKYI0 H HHTeJJIEKTYaJbHYIO aKTHBHOCTh
H MOXEeT SIBUTHCS NPHUYMHOH OCJIOXXHEHHH, CPElH KOTO-
PBIX OJHHM M3 HauboJiee TPO3HEBIX SIBJSIETCS CMIOHTAHHBIH
ITHEBMOTOPAKC, OCOOEHHO y OOJIbHBIX C OyJIe3HOH aM(H-
3emoii. CHJIIbHBIH Kallesb MOXeT GbITh MPHYHHOMH KPOBO-
XapKaHbsl, MHAJITHH B 00JIaCTH TPYAHOH KJIETKH W GploLl-
HOro mnpecca, nepeioma pe6ep, OCJIOXKHSTbCS PBOTOM,
HellepKaHHeM MOYH. XPOHHUYECKHH Kallesb, MOBHIIIAL0-
IMH BHYTPHOPIOIIHOE NaBleHHe, CIoco6CTBYeT hopMu-
pOBaHHIO AHadparMajibHOH H YBEJHYEHHIO NaXOBBIX I'PBIXK.
ITopbeM BHYTPHIPYAHOTO NABJEHHS 3aTPYHHSIET NMPHTOK
KPOBH K CepAlly, IPHBOAHT K CHHXKEHHIO apTepHalbHOro
H MOBLILIEHHIO BEHO3HOTO [IaBJIEHHSI KDOBH. Y KasblBaeTcst
Ha BO3MOXXHOCTb HapYLIEHHS] PHTMA cepAua. ¥ XyAueHHe
1lepeGpanbHON reMOIMHAMHKH BCJIECTBHE KAl MOXKET
GHITh IPHYHHOM TFOJIOBHBIX GOJIeH, KaK pefikue OCJIOXKHe-
HHSl ONMCBHIBAIOTCS KPOBOM3JIHSIHHSA B TOJIOBHOM MO3T H
CeTyaTKy rjasa y MNalHeHTOB, HUMEIOIHX COCYAUCTYIO
naroJoruio [6,8].

JlnarHocTHYeCKHH MOMCK Y GOJIBHOrO ¢ KallljleM 3aBH-
CHT MpeXJie BCero OT TOro, BO3HHK Kalllelb OCTPO HJIH
CYIIECTBYET JJIHTEJLHO, H HaCKOJBKO OH MOANAeTcs Je-
yeHHIo. Tak, B ciryyasix OCTPOH pecrmupaTOpPHOH MH(EKLHH
C NMopa)KeHHeM KaK BEPXHHX, TaK H HHXXHHX JibIXaTellb-
HBIX TyTeH, OCOGEHHO BO BpeMsl SMUAEMHH, NpPHYMHA

Kalisi oOBIYHO He Bbl3biBaeT coMHeHHH. [Ipu HeobXxoau-
MOCTH JIHarHO3 YTOYHSIETCST KOHCYJIbTallel Bpaya-0ToJia-
pHHTOJIOra H MOATBepxKAaeTcs 3((eKTHBHOCTHIO MPOBO-
IAMMOH TepanHu HJIH NPOBEJIeHHbIM 110 MOKa3aHHAM PeHT-
reHOJIOTHYECKUM HecaenoBanueM (Hanpumep, y GOJBHBIX
NHEeBMOHHMEH).

TpyaHoCTH, Kak NMpaBHJIO, BOSHHKAIOT TNPH pacro3Ha-
BaHHH XPOHHYECKOro, 0COGEHHO HEKOPPUTHPYEMOTro Kalll/Is
[1,15,16]. ¥ GonbHBIX ¢ HesicHON MPHUYMHOM KaLJisi HE06-
XOIMM TLIATEJbHBIH aHAJIH3 ero 0COGEHHOCTEH, YTO HHOrA
TIOMOTaeT YCTaHOBHTh €ro 3THOMOTHIO (Hampumep, Herpo-
JYKTHBHBIF OHTOHAJILHBIM Kallesb XapaKTepeH JUIs dKC-
MHPATOPHOrO CTEHO3a TpaxXeH, ‘Jalomui”’ — JJIs oTeka
FOPTaHH, NPUCTYNOO0OPa3HbI — JyIsl GPOHXHAJILHOK acTMEI
u 1.1 [8,12]).

Bo MHOrux cjyyasix yCTaHOBMTb NMPHYHHY KallIsi Mo-
3BOJISIET H3yUeHHe aHaMHe3a. TaK, NpH NOSIBJIEHHH KallJis
rnocJie Ha3HayeHHUs NpenapaToB aHTHOTEH3WHITPEBpallalo-
1ero (epMeHTa CJaefyeT Npexze BCEro MCKJIOUHTb ero
CBfI3b C MX NPHUMEHEHHeM, HaJliuWe Kaluulsg ¢ paHHero
JIETCKOr0 BO3pacTa MOXET CBHIETEJLCTBOBAThH B MOJb3Y
reHeTHYECKOH MaTOJIOTHH OpraHoB AbixaHusi. Jlas mocra-
HOBKH NPaBHJIBHOTO JMarHosa GoJiblloe 3HaYeHHe HMeeT
aHa/li3 pe3yJIbTaTOB KJIMHHYECKOro 06C/eIoBaHuUsl Mallk-
eHTa. HaliieHHble IpH 9TOM NPH3HAKH NMaTOJOTHH OpraHoB
AbIXaHHs OyAyT YKasblBaTh Ha GPOHXOJIETOYHOE MpOHC-
xoxeHHe Kaws. Hanuure ynopHoro Kauuisi y 60JbHBIX
C CepleYHO-COCYIUCTHIMH 3a00/IeBaHHSIMH TIPH OTCYT-
CTBHH ADYTHX NMPHYHH MOXET CBHIETENbCTBOBATh O Be-
POSITHOHM €ro CBSI3H C 3TOH IATOJIOTHEH.

BLISICHEHHIO 3THOJIOTHH KAl CIOCOGCTBYIOT TaKXKe
Ja6opaTopHoe (aHa/IH3 MOKPOTHI) H HHCTPYMEHTaJbHOE
o6caenoBanusi (QYHKUKST BHELIHEro AbIXaHHS, PeHTIeHO-
rpacusi opraHoB TPYHOH KJIETKH, TPaXeoGpPOHXOCKOIIHS,
1Mo NMOKAa3aHHAM CYTOYHas muuleBoAHass pH-merpus), a
TaKXe NMPH HEeOOXOAWMOCTH KOHCYJbTAlMsI OTOJApHHIO-
aora. I.H.Jlykomckui u coasm. [5] pokasamu oco6o
BaXXHYIO POJIb OPOHXOCKOIMHH B CJIydasiX yIIOPHOTO HEKOP-
PHTHPYEMOTro Kallljisl, KOrjia aHaJli3 JaHHBIX OOLIEKIHHH-
YeCKOro H PEeHTreHOJIOTHYeCKOro OGCJIefloBaHHH He MOo-
3BOJIIET YCTAHOBHTb NpPHUMHY Kauwisd. Y 714 us 743
OOJIbHBEIX TOJILKO B pe3yJibTaTe OPOHXOCKONMHH Obljia BbI-
SIBJIEHA TIaTOJIOTHS, BEAYLIMM CHMITOMOM KOTOPOM OBl
Kawenb: y 304 — pak Jerkux, y 307 — XpoHHUECKH#H
OpPOHXHT H JMCKHHE3HS TpaxeH M KPYNMHbIX GPOHXOB, Y
48 — cTeHo03 KpynHOro 6poHxa, y 16 — GpoHXHaNbHBIH
CBHIIL, y 5 — HHOPOJHOE TeJIo, y 4 — n06poKayecTBeHHast
onyxosb. JIump y 29 nmauMeHTOB NpHYMHA Kauuisi He
yCTaHOBJIEHA.

Hawmu cocTaBiieH alropuT™, OTpaXKarolui palioHalb-
HBle TOAXOAbl K 3THOJNOTHYECKOH MHArHOCTHKE Kalljisi
(cM. cxemy).

Xopoll10 H3BECTHO, YTO CBOEBPEMEHHBIH H IIPaBHJIbHBIH
JIHarHO3, MOCTABJIEHHBIH C YYETOM STHOJIOTHH, NaTOreHesa,
0COGeHHOCTEH TeUeHHSI U CUMIITOMATHKH NaTOJOTHYECKOro
npouecca, IBJASETCS 3aJ0roM YCHEUHOH Tepanu. 1o
OTHOCHTCS M K Kauuisiiomum 6ossHeM [8,16].

[Ipu neyeHHH Kallisi YYUTHIBAETCS MPEXKJAE BCEro ero
STHOJIOTHS, a TaKXKe OCOGEHHOCTH MaToreHesa (Bocnasenue,
GpoHxocnasM H Ap.) H Xapaktep (NIPOAYKTHBHBIA HJIH
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Puc.1. Cxema anroputMa no pacno3HasaHuio NPUYMHbI Kalwns.

HenpoaykThBHbI). Hanbonee addekTuBHON OKaswiBaeTcs
9THOJIOTHYECKasl Tepanus Kaluisi, KoTopasi pearnoJaraeT
Ju60 ycTpaHeHHe NpPHYMHBI Kauuis (OTMeHa JieKapcTs,
BBI3BIBAIOIIMX KallleJib, OTKa3 OT KYpeHHs, yHaJleHHe
CepHOH NMPOOKH M3 yXa, yCTpaHeHHe KOHTaKTa C aJuiep-
reHOM M JIp.), 60 JIMKBHAALMIO MAaTOJOTHYECKOrO Ipo-
uecca, npuBesuIero K Kauuio (aHTHGaKTepHasibHast Tepa-
[US ITHEBMOHHH M JPYTMX pPeCHHpaTOPHBIX HHGbEKUHH,
pe3yJbTaTHBHAsi Tepamusi racTpossodarealbHOro ped-
JIoKca, cep/ledHoll HeocTaTodHocTH | ap.) [10,14].
[Tpennaraercs pasnuyaTth MOHATHS “JleueHHe Kauwis”
u “ynpasnenue Kauuiem” [8]. Jleuenne Kawuis npeanona-
raeT ero JukBHaauuio. Tax, adekTHBHAs Tepanus oCT-
PO NaTOJIOTHH OPTaHOB JbIXaHHS MPHBOAMT K IOJHOMY

NpeKpaleHuio Kauuis. ¥ OOJbHEIX C XPOHHUECKHMH 3a-
60JIeBaHHSIMH GPOHXOB H JIETKHX OCYLIECTBJSETCS YIpaB-
JIeHHe KalljleM — BO3MOXKHOCTb KOHTPOJIHPOBAThL €ro H
TpoLece OTXOXKAEHHS MOKPOTHL. B Takux ciyyasix MoxeT
ObITb MPHMEHEHa MaToreHeTHuYecKasi Tepanus (1o moka-
3aHHMSM OPOHXOpPACLIMPSIOLIHE JIEKapCTBA, TIOKOKOPTH-
KOHM/IbI, HECTEPOHHBIE MPOTHBOBOCIAJUTEbHEIE Npena-
paThl u Ap.). X

Hepenxo Gosblume TPYAHOCTH BO3HHKAIOT NIPH yIpasJie-
HUH KalieM Y 60JIbHBIX XPOHHYECKHMH BOCTAHTEbHBIMH
3a60JIeBaHHSIMH OPTaHOB JbIXaHHS, B YaCTHOCTH Y MalH-
€HTOB C XPOHHYECKHM OGCTPYKTHBHBIM GpoHxuToM (XOB).
K coxasenuio, HeMHOTHe H3 HHX OTKa3bIBalOTCS OT Kype-
Husl. OnpefiesileHHbIH yCIeX I0CTHTraeTCsi IPH Ha3HAUYeHHH
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6oabHbIM XObB anekBaTHON GpOHXOpaCLIMPSIOWEH H OT-
XapKuBaiolle Ttepanud. AHTHOaKTepHasbHasi Tepanus
He peluaja npobJeMy JeYeHHst STHX GOJbHBIX, TaK Kak
9THOJIOTHSI BOCMAJIMTEBHOTO TpoLecca y HUX He SIBJIfeTCs
HH(EKIHOHHOM, Naxke 060CTPeHHSI XPOHHYECKOro GpoH-
xuta Gosiee yeM B 50% ciyyaeB BHISHIBAIOTCS HEeMHEK-
UHOHHBIMH areHTamu [7]. TlosTomy BecbMma aKTyaJbHO
NOsIB/IEHHE JIeKapCTB, 06JIafalolUX Hecnenu(pHIeCKUM
NIPOTHBOBOCHAJIUTE/IbHBIM IeHCTBHEM, OTHHM M3 KOTOPBIX
spasietcs: pencnupup (specnan). Ero seuebuniit addexr
06ycJIoBJIEH pasHoO6pa3HeM MEXaHH3MOB IIPOTHBOBOCHA-
JIUTEJIbHOrO IeHCTBUSA. MHOroLeHTpOBOE BOMHOE CJIeNoe
MJ1a11e60-KOHTPOJIHPYMOE HCCJIeloBaHKe, NPOBEJIEHHOE Y
216 Gombupix XOB, n0Kasano TepaneBTHYECKYIO a¢dek-
THBHOCTb 3pecnaJia. ¥ 60JIbHBIX, JIEUHBIIHXCS (hDEeHCITHPH-
JoM B TeueHHe 6 Mec, 3HAYHTEJNbHO YMEHBLIMJHCH Ka-
LIEJb M 9KCIHPALHMS MOKPOThI, UTO OGBSCHSETCS] aBTOPaMH
TNPOTHBOBOCTAJIMTEJIBHEIM AeicTBHEM npenapata [9]. Hamm
AaHHBIE 110 JIEYEHHIO 3pecrnajoM 48 mauHeHTOB OCTPHIMH
pecnupaTopHbIMH HHpexuusimMu 1 XOB (kak npu o6ocTpe-
HHH GOJIe3HH, TaK H MPH JJIHTENbHOM NPUMEHEHHH) TaKxKe
CBHJETEJILCTBYIOT 00 ero s ¢eKTHBHOCTH. JIeueHue apec-
1aJioM B CJydasix OCTPOH NATOJNOTHH MPHBOAHUIIO K HCYEs-
HOBEHHIO Kauis, a y 60/bHbIX XOB — K ero yMeHblIeHHIO
U COKpAleHHUIO BbIAENEHHST MOKPOTHL.

B Tex cayyasix, Korzia STHOJIOTHYECKOE H TaTOreHeTHYecKoe
JieueHHe HEBO3MOXHO JIMOO OKasbIBaeTCsi HEeJ0CTaTOU-
HBIM, TIDOBOJMTCS CHMIITOMaTHYecKasi Tepamnusi Kalljis
(8,11]. BbiGop JekapcTBa 3aBHCHT NpeXXie BCEro OT
xapakrtepa Kauuisi (HenpoAyKTHBHBIH HJIH NPOLYKTHBHbII),
a TaKkXe OT ero HHTEHCHBHOCTH U JAPYTHX 0COGEHHOCTEH.

B cayyasix HEMpoAYKTHBHOTrO Kallis OKAa3aHO Has3Ha-
YeHHe MeJHKaMeHTOB, NMOAABJSIOMHNX Kauleab. B serkux
cJIyqasix IpH CyXoM Kallljie 0OKashiBaloTcst 3 heKTHBHBIMU
COCaHHe CrelHalbHBIX MAaCTHIOK H HAaCTOH TPaB MPOTH-
BOKALLJIEBOro IEHCTBHS, a TaKXKe ToueuHbli Maccax. [1pu
CHJIbHOM HENpoJyKTHBHOM Kallljle, 0COGEHHO MyYHTEJIbHOM
(y oHKOJIOrHYECKHX GOMBHBIX, IPH MATOJNOTHH TUIEBPH, B
Hayajie TPHUINNA), NPHMEHSIOTCS IPOTHBOKALIIEBE® Tpe-
napatel. [To MexaHusmy neficTBHSI OHH MOAPA3HENAIOTCS
Ha JIeKapcTBa LeHTPaJbHOr0 HapPKOTHYECKOTO H HEHapKo-
THUYECKOro NEeHCTBHS, BHI3BIBAIOLIHE TOPMOXKEHHE Kallljle-
BOTO LIEHTPa, U NepuepuyecKoro 1eHCTBHS, CHUXAIOIHe
YYBCTBHTEJNbHOCTh KallJIEBBIX pelenTopos (MecTHble aHe-
CTETHKH, IpenapaThl KOMOWHHPOBAHHOTO MAEHCTBHS H
JIEKapCTBa, MoJlaBJIsiolIHe BLICBOOOXAEHHEe HEeHPONenTH-
JIOB TyTeM HHIHOMPOBAHHS INPOBEJEHHS] HEPBHBIX HM-
nyJsbcoB mo C-BosiokHam). Han6osee H3BeCTHBIM NMPOTH-
BOKaILIJIEBBIM MpernapaToM HapKOTHYECKOro AeHCTBHS SIB-
JsieTcs KofilenH. Pesko orpaHHYMBaeT ero npHMeHeHHe,
KaK W IPyrHX MEeJMKaMEHTOB 3TOH TPYNIbl, PHBLIKAHHE
K HHM. B Hacrosiiiee BpeMst OHM HAa3HAYalOTCSH VIABHBIM
06pa3omM OHKOJIOrHUecKHM GosbHbIM. HeHapkoTHueckuit
npenapar HeHTPaJbHOro AeHCTBHUS IVIayLHH He BhI3BIBAET
NPUBBIKAHHS W HE YTHeTaeT ABIXaHHs, HO ero MojaBJisiio-
lee Kauesab JeHCTBHe BhlpaxkeHo chaabee. Hmelotcst
YKa3aHWsi Ha XOPOLIMH MPOTHBOKALLIEBOH 3(deKT npena-
patoB nepudepHyecKoro AeHCTBHS, OCOGEHHO JIEKAPCTB,
MHTHOUPYIOLIMX MpPOBeJIeHHe HepPBHBIX HMMYJbcoB mo C-
BOJIOKHAM.

YcunuBaercs TepaneBTHYECKHH 3(heKT NpOTHBOKALII-
JIEBBIX MEJHKAMEHTOB TPaHKBHJIM3aTOPAMH, CHOTBOPHBIMH
1 GOJIeyTONSIIOLIMMH CPeACTBaMU. Y GOJIHBIX ¢ GPOHXO-
JIETOYHOH MaToJIoTHeH Lesecoo6pasHO INPHMEHEHHe OT-
BJIEKAIOWMX CPeACTB (FOPYMUHHKH, MEpLOBBIH MIACTHIPh
M Jp.), KOTOpPbIE B pesyJbTaTe MeCTHO-Pa3iparKalolIero
HEHCTBHS CIOCOOCTBYIOT YMEHbBIUIEHHIO BOCTIPHSATHS ad-
(epeHTHOH MMIYJbCALMH KAlJIEBOrO peduiieKca.

BakHBIM MaToreHeTHYECKHM MeXaHH3MOM HapylIeHHs
OpPOHXHAJILHOH MPOXOAUMOCTH Y GOJILHBIX C MaTOJIOTHEH
GPOHXOB H JIETKHX SIBJISIeTCS 06pa3oBaHHe BSI3KOH TPYAHO
OT/eJISIEMOH MOKPOTHI, TPOBOLHUPYIOLIEH Kaluesab. Pasxu-
XKEHHe H yJlajleHHe 3TOro MaTOJNIOTHYECKOro CeKpeTa 3a-
HUMAaeT CYIIeCTBEHHOE MeCTO B TepanuH TaKUX OOJbHBIX
[4]. C sroit nensio UM nokasaHo Ha3HaYEHHE JOCTATOYHOTO
KOJIHYECTBA JXKHUAKOCTH, 0COOEHHO ropsiyero muThs. Bae-
HEHHIO GOJIBLIOr0 KOJHYECTBA MKHAKOCTH OGOJIBHBIM, Y
KOTOpPBIX IJIOXO OTXOAMT MOKPOTa, BCErja INpHAaBajioCh
6oubiioe 3HayeHHe. Kak yKashiBaloOT CIELMaIHCThI, eCH
06 3TOM He 1103a60THTLCS, TO H OTXapPKHBAIOLIKE CPECTBA
MOTYT OKa3aThest Masio adekTuBHEIMH [2,3]. Bony otHOCAT K
MYKOTHJpaTaHTaM, BHEJPSACh B CTPYKTYpY CeKpeTa, OHa
CMOCOGCTBYET €ro pasXHXKeHHIO H 06JIeryaeT OTXapKHBaHHe.

JlekapcTBa, BaMsOIMEe Ha 06pa3oBaHHE MOKPOTHI, ee
pa3XHXXeHHe ¥ BhIBeJIeHHe H3 AblXaTeJIbHBIX MyTeH, Moj-
paspensioress Ha 4 rpynnel [3]. K mepsoit oTHocsiTcs
npenapatsl peieKTOPHOro AeHCTBHS], peaiu3yIolHe CBOM
3¢ deKT co CAU3NCTOH 060MOUKH XKeNYA0UHO-KHIIEYHOTO
TpaKTa (TEpMOICHC) H Yepes XeMOpeUeNnTOpHYIO TPHITEp-
-30Hy (amomopduH). B Masbix A03ax OHM pasfpakaior
adepeHTHbIE BOJNOKHA NapacHMMNATHYECKOro Hepsa B
CJIM3HCTOH XKeJyaKa, pedJIeKTOPHO BO3OYXKAAIOT JbIXa-
TEJIbHBIA M PBOTHHIA LEHTPH. B pesynbrate npoucxoaut
CTHUMYJISILMST OPOHXHAMNBHBIX KeJIe3, YTO CHOCOGCTBYeT
TNPOJIBUXKEHHIO MOKPOTBI H JIyULIEMY ee OTXapKHBaHHIO.

Bropas rpynna BK/o4YaeT JieKapCTBEHHbIE CPeJICTBA C
NpSIMBIM JEHCTBHEM Ha CJHM3HCTYIO 0GOJIOYKY AbIXaTEJlb-
HBIX TyTedt (coneBble, wieouH, aupHble Macaa). Cpenu
HHX HauboJibliee pacrnpoCTPaHEHHE TMOJYUYHJH HOMMIbI.
Beinensisicb U3 KpoBH, COJIM HONA BHI3BIBAIOT THIIEPEMHIO
CJIH3HCTOH GPOHXOB, CTHMYJIHPYIOT GPOHXHAJILHBIE XKeJe3Hl,
B CBSI3H C YeM 30JIb-CJIOH CTAHOBHUTCSI 6oJjiee >KHAKUM.
Hopmanusyercst ToHyc GpOHXHANBHBIX MBIUIL, YCHJHBA-
eTCsl aKTHBHOCTb PECHHYEK SMHUTEeJHS, YTO MPHBOAHT K
YJYULIEHHIO BHIIENIEHUS CEeKpeTa.

[Ipy noBbILIEHHON BA3KOCTH MOKPOTHI JIH60 HEOGXOAUMO
TH/IPaTHPOBATD CJIM3b, JHOO Pa3pYIIHTh KOMILJIEKC MOJIe-
KYJISIPHBIX CBfI3eH XHMHUeckuM myTeM. Tako# apdekT oka-
3bIBAIOT MpenapaTthl TPeTbhed IPynbl MYKOJMTHYECKOro
HEACTBHSL — NPOTEONHTHYECKHE (hEPMEHTHI, €30KCHPH-
GoHykJIea3a, KapOoUHCTeHH, aueTHaLUcTerH. [1pH HasHa-
YEHHH JIeKapCTB 3TOH TPYMNIBl LeJecoo6pasHO OPHEHTH-
poBaThCsl Ha KaueCTBEHHBIH cocTaB MOKpOTH. Tak, mpo-
TEOJIMTHYECKHE (hepPMEHTHl PeKOMEeH/yeTCsl Ha3HayaTh MpH
THOHHOM oTaensieMoM. IIpenapatsl fe30KCHpHOOHYK/Iea3bl
MOKasaHbl 60JbHBIM MYKOBHCLHI030M.

HakoHel, 4eTBepTyIo rpynmy cocTaBJsioT JieKapeTpa,
HEACTBHE KOTOPHIX OCYIUECTBJISIETCS IMIABHBHIM 06pasoM
Grarofapsi CTUMYJISIIMK MPOAYKUMH cypdakTanTa (am6-
POKCOJI M €ro NpOH3BOAHbIE).
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ITpu HazHauyeHHH NPOTHBOKALNJIEBBIX H OTXapKHBaIO-
IMX MEAHKAMEHTOB CJIelyeT YYUTHIBATE BO3MOXKHOE BO3-
HUKHOBEHHEe MOOOYHBIX 3((HEeKTOB U NPOTHBONOKA3aHUS
K MX Ha3Ha4eHHIO.

Cnenyer ykasathb, uTO y psifia G0JIbHBIX C XDOHHYECKHUM
PeAKHM MaJIONPOAYKTHBHEIM KallljleM, KOTOPIH MaJio 06-
pemeHsieT 60JIbHOrO, MEeAHKAaMEHTO3Hasl Tepamusl MOXeT
He NMPUMeHAThCS. B cayyasx HecocTOATeNbHOro Kauuis y
CTapHKOB M OcJlabJIeHHBIX GOJIbHBIX HCHOJMb3YIOTCS Cpejl-
CTBa, YCHJIMBAlOLIMe Kallleib W BHIJEJEHHE MOKpPOTHI.
[TopuepkuBaercst GoJibiioe 3HaYeHHe s 3hHeKTHBHOM
Tepanuu Kauuisiouero 60JbHOr0 ero obyyeHHe H ycTa-
HOBJIEHHE KOONEPATHBHBIX OTHOIUEHWH MEXHy HUM H
BpauoM. [TpocBelieH1e NalHeHTa | BLITOJHEHHE HM TIpef-
MUCcaHUH Bpaya — 3aJior ero ahdeKkTuBHOro JeueHus [8].

Hrak, Kauesp, SBISIOMKACS ONHHM H3 CaMbIX YacThIX
CHMIITOMOB I1aTOJIOTHH OPraHOB ABIXaHHS, YXYALIAIOUIHH
KayecTBO YXHU3HH MAaLUHEHTOB H MOT'YIIHH ObITh NPHYHHOH
Cepbe3HBIX OCJIOKHEHHH, TPeOyeT NPHCTATILHOIO BHHMaHHS
Bpava. Kauuisiomue 6osbHbIe HYXKAAIOTCS B TINATEJIBHOM
KJIMHHYECKOM, J1abopaTOPHOM M HHCTPYMEHTalbHOM 00-
CJIEIOBAHUH JJI51 YCTAHOBJIEHHH PHYHHEI BO3HHKHOBEHHS
Kauwst. Hamr MHorosieTHHiH BpaueOHbIH ONBIT H CHIEHAabHbIe
HCCJI/IOBAHHS MO3BOJISIOT YTBEPXKAATh, YTO C YYETOM
TIPHYHHBl BOSHHKHOBEHHS Kalllisl, ero XapakTepa M 0CO-
GeHHOCTeH TeueHUs] Ha3HAYeHHOe JieYeHHEe OKa3biBaeTcs
BecbMa 3((GeKTHBHBIM H MO3BOJISIET JIMO0 JHKBHAUPOBATh
KateJs, Ju60 3¢GeKTHBHO YIPaBJATh HM.
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MUKPOBHOJOI'NMYECKHUE ACIIEKTBI THUOJIOTUUA U
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MICROBIOLOGICAL ASPECTS OF ETIOLOGY AND ANTIMICROBIAL THERAPY OF BRONCHOPULMONARY
INFECTION IN CYSTIC FIBROSIS ADULTS

Summary

We studed microbiology contamination of bronchial sputum in the 68 sample and other parameters
(infectivity, constancy, ecological likeness of bacterias) in 21 adult patients with cystic fibrosis (CF) exaserbation.
There were P.aeruginosa, St.aureus and Candida spp. as more often cultures. P.aeruginosa and St.aureus
sensitiveness was investigated and we consider that empiric antimicrobial therapy adults patients with exaserbation
of CF should consist (include): meropenem (or ceftasidi + netylmicin) + vancomycinum (or rifampicinum) =+
fluconasol.

PesomMme

MayyeH coctas Mukpodnopbl 68 npo6 6poHxManLHOro cekpeTa u Apyrve MMkpobuonoruieckue nokasatenu
(3apaxaemocCTb, NOCTOSAHCTBO, 3KOIOrN4eckoe cxoacTeo bakrepuit) y 21 B3pocnoro 601bHOr0 MyKOBUCLMAO30M
(MB) B nepuoabl obocTpenuit. P.aeruginosa, S.aureus v Candida spp. 3aHuMany BegyLee nosioxeHue cpeam
BblAENEeHHbIX KyNbTyp, @ HauBbICLLIas 9Konormyeckas o6LHOCTL (MyTyanuam), cornacHo koadduumenTy Xakkapaa
(g), Habnwopanack y P.aeruginosa/S.aureus (g 83%), cuHepruyeckue B3aVMOOTHOLWIEHUSI OTMEYeHbl Y
P.aeruginosa/Candida (g 57%) v S.aureus/Candida (g 50%). N3y4yeHa 4yBCTBUTENBLHOCTb KIMHUYECKUX U30NATOB
P.aeruginosa w S.aureus Kk aHTUOMOTMKaM, NPeAnoOXeHbl BapuaHTbl KOMOUHWUPOBAHHOW 3MNUPUHECKOMN
aHTubakTepuansHoi Tepanuu MB y B3pocnbix: MeponeHeM (unu uedTasmamM + HEeTUAMUUMH) + BAHKOMULIH

(vnu pudamnuumn) = dnykoHason.

Myxkosucunaos (MB) oTHOCHTCS K PeHETHYECKHUM 3a60e-
BAaHMAM, YrpoXKalolMWM XH3HH. Ero mporHos B mepsyio
oyepe/lb 3aBHCHT OT TSIXKECTH IOpaXKeHHsI OPraHoB AbIXa-
HHSl, B MaToreHese KOTOPHIX OFPOMHYIO pOJIb HIpaiOT
HH(eKUH1H, Bei3BaHHbe Staphylococcus aureus, Pseudo-
monas aeruginosa, Haemophilus influenzae, Strepto-
coccus pneumoniae (nociefiHue 2 Bo36ynuTeIs BEILS-
I0TCSl MPEMMYLIECTBEHHO y AeTell Ao 9 Jier), pexe —
npeacTaBuTeNsIMU ceMelicTBa Enterobacteriaceae [3,5].
Y GonbHeix crapue 20 JeT HH(EKUHOHHBIH mMpouecc
MoxeT ObiTh o6ycioBiieH Burkholderia cepacia, Stenotro-
fomonas maltophilia, rpu6amu ponos Candida u Aspergil-
lus [2,4]. OnHako Bo Bcex BO3PACTHBIX rPyNnax GOMbHBIX
MB mumupyior P.aeruginosa v S.aureus. Han6onee HeGna-
FONPHATHO MPOTEKAaeT CHHEerHoHHasi HH(peKLHs, 06yCJIoB-
JIeHHasi MyKOMAHBIMH LITaMMaMH, IPOAYLHPYIOLKMH aJl-
THHAT — 3K30MYKOMOJIMCAXapHJ, SBJISIOLINHACS BaXKHEHIIHM
(hakTOPOM BHPYJ/IEHTHOCTH 3THX GakTepril. MHKPOKOJIOHHH
P.aeruginosa, noKpbIThe aJTHHATOM, CTAHOBSITCS TPYIHO-
JIOCTYITHBIMH JIeHCTBHIO aHTHOHOTHKOB, YTO 3HAYHTEJILHO
3aTPYAHSIET JleueHHe W YXYHIaeT NMporHo3 3aGoseBaHHus

[6]. [Itammbl 30510THCTOrO CTAHIOKOKKA, BEIIE/SIEMBIE
ot GosbHEIX MB, B oTiIHuHe OT U30JIATOB S.aureus mnpu
APYroH JIETOYHOH MATOJIOTHH WJIH y 3JOPOBBIX JIHL 06Jia-
JAI0T BbIPAXKEHHBIM TPOIH3MOM K SMHUTEJIHIO BO3/YXOHOCHBIX
nyTeH 3a CYeT NPOAYKUHH aAre3MHOB — GEJKOBBHIX MO-
BEPXHOCTHHIX CTPYKTYp, OGEClNeyHBaIOUMX JO0CTATOYHO
TIPOYHOE NPUKPEIVIEHHEe GaKTePHH K SMUTEeIHANLHEIM KIETKaM.
DTa crnoco6HOCTb He 3aBHCHT OT MOJIa, BO3PAcTa NalkeH-
TOB, TSDKECTH 3a60JIeBaHHsl, COMYTCTBYIOIEH MHKPO(IOPHI
OpPOHXHAJILHOrO CeKpeTa M BblpabaTHIBaeTCS MPEoJo-
HKHTEJIBHO JIH60 6/1arofiapsi cesleKLH a/ire3HBHbIX LLITAMMOB,
JU60 TMyTeM HMHAYKUUH COOTBETCTBYIOLIEro (heHOTHNA
S.aureus HexuMH paKTOpaMH, MPHCYTCTBYIOLIMMH B BO3-
LYXOHOCHBIX MyTsix GosbHbEIX MB [8]. B cBssu ¢ TeM uTO
13 OPOHXHAJILHOrO CeKpeTa YacTO BBIAEJSIOT 06a BHIA
Gakrepuil (OAHOBPEMEHHO WJIM pasfiesIbHO MpH MOBTOP-
HBIX HCCJIEJOBAHHSIX), BO3HMKAET BOIPOC O XapaKTepe
CHUMOHOTHYECKHX OTHOLIEHHH MeXIy 3THMH MHKpOOpra-
HH3MaMH B OPOHXOJIETOYHOM 3KOCHCTEME.

Llesbio HACTOSAIIErO HCCNENOBAHHUS SIBHJIOCH H3YUEHHE
9KOJIOTHYECKOro CXO/ICTBA MEXK /Ly BelyLIHMH BO3OYAUTE/NSIMH
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JIErOYHOM MH(peKunH npy MB y B3poc/bIX B MHKpPOGHO-
JIorHyeckoe 060CHOBaHHE BLIOOpA TAKTHKH aHTHMHKPOOHOH
TepaIuy.

I[IpoBeieHO MHKPOOHOJIOTHYECKOe HccnefoBanle 68
npo6 6pOHXHAJIBHOrO cekpera (MOKpoTa, GpOHX0albBeo-
JSIpHBIH J1aBaX) y 8 My)X4HH K 13 JKeHIIMH B Bo3pacTe
ot 18 1o 35 ser (cpenuuit Bospact 21,442,9 rona) ¢ MB,
COMpPOBOXKAAIOLUIUMCS TSXKEJIBIM NMopaXKeHHeM OpOHXoJe-
TOYHOM CHCTEMBI B BHJIE XPOHHYECKOrO 'HOHHO-06CTPYK-
THBHOTO OPOHXHTA, OPOHXHOJIO- © GPOHXOIKTA30B, C pas-
BUTHEM XPOHHYECKOro JIErOYHOro cepjua MpH HaJIH4YHH
XPOHHYECKOTr0 MAaHKPeaTHTa ¢ (hepMEeHTaTHBHOH HENOCTa-
TOYHOCTBIO. JIHarHos Bepu(HIHPOBaH Ha OCHOBAHHH CeMe-
HOTrO aHaMHe3a, KJIMHHUKO-1a60paTOPHBIX JAHHBIX, TTOJIOXKH-
TEJBHOTO MOTOBOrO TECTA, MOJOXKHUTEJNbHBEIX Pe3ybTaToB
reHeTHYECKOH JMarHOCTHKH.

BouibHBIX 06C/Ie10BaH CTAlHOHAPHO B IIEPHOJB 060CTpe-
HUi 3a6oseBanus (¢ uHTepBasamu ot 3 Mec fio 1,5 roza)
B BHJIE YBEJHUYEHHS KOJHYeCcTBa THOHHOH MOKPOTHI, YCH-
JIEHHUS OIBILIKH, MOSBJIEHHS CHMIITOMOB HHTOKCHKALUH H
cybdebpuaurera.

JInst ycTaHOBJIEHHS! STHOJIOTHH HH(EKIHH MPOBOMHIN
noceB GPOHXHANBHOTO CeKpeTa C Onpefie/leHHeM AHarHo-
CTHYECKHX THTPOB BhIIeJNeHHOH MUKpoduiopsl (210 Kie-
TOK B 1 MJ1 MOKPOTHI H >10" kneTok B 1 M/ 6POHXHANBHBIX
cMbiBOB). UyBCTBUTEJIBHOCTh GaKTepHil K aHTHOHOTHKAM
ONpeNesIsiii AUCKO-AU((GY3HOHHBIM METOJOM Ha arape
Mionnepa—XHHTOH.

JInst XapakTepUCTHKH CHMOHO30B MHKPOOHEIX H30JISITOB
onpezensiid Koapduuuent 2Kakkapaa, ABJAAOIMACS Hau-
6oJiee IOCTOBEPHBIM TTOKa3aTeJseM 9KOJOrHYeCKOro CXofl-
CTBA PA3NHYHBLIX BHAOB MHKpoopranuamos [1]. [lns storo
HCIOJIb30BaMH (HOpMyJTy

g=|[c:(a+b+c)]-100,

rae g — Koadduuuent 2Kakkapaa, @ — 4HciIO BHIGOPOK
¢ BuJioM A, b — uuca0 BHGOPOK ¢ BHAOM B, ¢ — umucio
BHIGOPOK, CofiepKaliXx 06a BHla MHKPOOPraHH3MOB.

Ecim g<30% — ycJioBHsi B GHOTOIE aHTArOHHCTHYECKHE,
T.e. HE MO3BOJISIOT CYIIECTBOBAaTh OOOWM BHAAM; NpH g
10 70% GakTepHH CIIOCOGHBI K COCYLIECTBOBAHHIO, @ HX
5KOJIOTHYeCKasi OGLIHOCTb Bejivka (CHHepruaMm); mpH g
6oaee 70% BO3MOXXHO TOJBKO COBMECTHOE CYIIECTBOBaHHE
(myTyanusm).

CraTHcTHUEeCKYI0 00pabOoTKY pe3yJbTaTOB MPOBOAHIN
O6LIENPHHSITHIMA METONAMH.

[Ipu uccaepoBanuu 68 npo6 GpPOHXHAIBHOTO CeKpeTa
y 21 6osmbHOro MB B IMarHoCTH4YeCKHX KOHLEHTPALHAX
66110 BheJeHo 120 mTaMMOB pa3HbIX BHAOB MHKPOOD-
rauuamoB (puc.1). P.aeruginosa (kaxk npaBHJIO, MyKOHJ-
Hble BapMaHTH) U S.aureus 3aHAMAJH MPAKTHYECKH OIH-
HAKOBBIN YEJbHBEIH BeC B CTPYKTYpe MHKPOMJIOpEl GpPOH-
XHAJIBHOTO CEKpeTa, MPeACTaBsasl CyMMapHo 6oJee MmoJo-
BuHe (59,1%) wusonsitoB. Tperbe MecTo 1O YacToTe
BhIeJeHHs 3aHuMany rpubsl (18,3%) ¢ npeobaananuem
Candida spp. (19 wrammoB) Hap Aspergillus spp. (3
mramma). Hedepmentupyioume 6akrepun (HPB) (12,5%
cyMMapHO) GblJIM TpeACTaBJeHb! B NopsiaKe yobBaHus (B
cKoGKaX yKasaHo 4ucio wtammoB) S.maltophilia (4),
Alcaligenes spp. (4), B.cepacia (3), Pseudomonas stut-

MNpouue
2,6%

S.pneumoniae
7.5%

P.aeruginosa
7.5%

S.aureus
28,3%

pubsl
18,3%

Puc.1. Cocras Mukpodnopbl GpoHXManbHOro Cekpera npy Mykoeucuuaose
y B3pocnbix (n=120).

zeri (1), P.mendocina (1), P.fragilis (1), Acinetobacter
anitratus (1). YnenbHe Bec MHEBMOKOKKOB COCTABHJI
7,5%. B paspsn npourx (2,6%) oTHecensl no 1 wrammy
Enterobacter spp., H.influenzae w Enterococcus spp.
OpnHako MoKasaTtesd YHeJbHOro Beca pa3HbiX MHKPOO-
HBIX BHIOB B OGLIEH CTPYKTYpe BBIAEJNEHHOH MHKPO(DJIOPLI
He BIIOJIHE aJIeKBaTHO OTPaXKalOT MX 3THOJIOTHYECKYIo
poJib B pa3BUTHH HH(peKuuH. Bosee HarasiAHbIM ABAsETCS
TaK HasbIBaeMBIi 10Ka3aTellb 3apa)kaeMocTH — Y% 60Jib-
HBIX, B MaTepHajie KOTOPBIX Ha JIIOGOM M3 3TanoB obcJe-
noBanusi (B Jo60i U3 MEPHONIOB 0GOCTPEHHH) XOTst bl 1 pa3
BBISIBJIEH TOT MJIM HHOU Bo30yauTesb. Tak, P.aeruginosa,
S.aureus u Candida spp. Buigenens y 81—67% Gouib-
HelX (puc.2), uTO B LeJOM corjiacyeTcsi C JaHHBIMH
aureparyphl [5]. HPB o6HapyeHBl MOYTH Y MOJOBHHbI
NalHEeHTOB, MHEBMOKOKKH — Y 1 /4 GOJbHBIX.
JIOTONHUTENBHON XapaKTePHCTHKOH 3THOJIOTHYECKOH
3HAYUMOCTH KJIHHHYECKHX M30JSITOB SIBJSIETCA MOKa3a-
TeJIb TOCTOSTHCTBA — 104151 TP06 GPOHXUAJNILHOTO CeKpeTa,
COIEPXKAIUKMX ONpeeIeHHBIH BHJ MHKPOOPraHH3MOB. Y
P.aeruginosa u S.aureus oH coctaBun 54 u 50%, y
Candida spp. — 32% (puc.3), 4TO MOCJAYKHJIO OCHOBA-
HHEM JJIsl OLLEHKH SKOJIOTHYECKOrO CXOACTBA ITHX H30J5-
TOB C MOMOIIbI0 Koahduuuenra 2Kakkapaa. Hanssiciuas
SKoJIorHuecKasi o6mHocTh (MyTyanusm) Habuiofanach v
P.aeruginosa/ S.aureus (g 83%{ CHHEpruyecKkue B3aHMO-
oTHOLIeHUs oTMeueHsl y P.aeruginosa/ Candida (g 57%)

100 +

T

P.aeruginosa

S.aureus pubu HOB S.pneumoniae MNpowmne

Puc.2. MNokasatenu 3apaxaeMoCTW NPU MYKOBMCUMAO3E Yy B3POCALIX
(nosicHeHue B TekcTe).
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Puc.3. Mokasatenu noctosHcTBa MUKPOGNOPL GPOHXMANLHOrO cekpera
npu MyKoBucUMA03e Y Bo3pocnbix (n=68).

u S.aureus/Candida (g 50%). Otciona caenyer, urto
npd MB y B3poCJ/IbIX MalHEHTOB COCYIIECTBOBAHHE CHHET-
HOHHOMH Ma/lOYKH H 30JIOTHCTOrO CTa(HIOKOKKA B GPOH-
XOJIErOYHOM GHOTOIIE SIBJSIETCS 3aKOHOMEPHbIM, TI03TOMY
npH OOHapy»KeHHWH B NATOJIOTHYECKOM MaTepHaje JIHIIb
OMHOTO M3 YyKa3aHHBIX BO3OYAHTeJNeH aHTHMHKpPOGHasi
Tepanusi JoJXKHA OXBaThiBaThb 00a BHAa GakTepui, MoJ-
pasymeBasi HaJlMYHe HEBBISIBJIEHHOTO 10 TeM HJIH HHBIM
NMpHYHHAM BTOpPOro mnaroreHa. B atom caydae BEIGOp
AHTHOMOTHKOB OTYACTH SIBJISIETCS] SMITUPHUECKHUM H IOJKEH
OCYILECTBJISITbCS C YYETOM OOIIMX CBEIeHHH 00 aKTHBHO-
CTH NpernapaToB NpoTHB P.aeruginosa u S.aureus.

[To namwuMm naHHBIM, H30JSTH P.aeruginosa Gwliu
YYBCTBHTEJIbHBl K MeponeHeMy, Le(TasuAuMy ¥ HETHJI-
munuHy (prc.4). 3aMETHO MEHBLIYIO aHTHCHHErHOMHYIO
AKTHBHOCTBb MPOSIBJISJIM aMHKaLMH M LUNpPOGIIOKCalHH,
HYBCTBHTEJIBHOCTb K F€HTAMHIMHY Oblila €J1ab0 BEIpa)KeHa
M OTCYTCTBOBaJa K KapOeHHLUMJIMHY. VI3 unuciia akTHBHBIX
AHTHOMOTHKOB CJIeflyeT 0CO00 BBIGJUTb HETHJIMHIHMH
(Gostee usBecTHBI MOJ TOProBLIM HAa3BaHHEM “HeTtpomu-
IHH"), TaK KaK B CPaBHEHHH C APYIHMH aMHHOTJIHKO3H-
JlaMH OH JlaeT HaWMeHbLUWH He(dpo- ¥ OTOTOKCHUYECKHH
3¢ dexT (4To 0CO6EHHO BaXKHO NPH OCYIIECTBICHHH JIH-
TEJbHOH aHTHOHOTHKOoTepanud MB) M B oTamume oT
KapbaneHeMOB H aHTHCHHETHOHHBIX LedaloCTIOPHHOB Cy-

0

Kapbexuuunauu
FenTammnumn

Uunpod noxcaumu
AMuKaumn

Meponenem Hetuamuuyunu
Ued raanaum

Puc.4. YyscteutensHo P.aeruginosa k aHTUMMKPOGHLIM Npenaparam.
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Puc.5. YyscTBuTenbHOCTL S.aureus K aHTUMUKPOGHBLIM Npenaparam.

TOYHYIO 03y MOXHO BBOAHTb OAHOKpaTHO (B/B WM
B/M), YTO HMEeT JONONHHTENbHEIE PEHMYILECTBA, 0CO-
GEHHO TpH JIEYEHHH NaLlKeHTOB Ha J0MY.

IIpy M3yyeHHH aHTHOHOTHKOUYBCTBHTENBLHOCTH S.aureus
obpalulaeT BHHMaHHE BBICOKHH YIEJNbHBIH Bec MeTHIMJ-
JIHHPE3HCTEHTHBIX cTaduiaokokkoB (MRSA) — no 60%
H30JISITOB, XapaKTepPHU3YIOIUXCSl YCTOHUYHBOCTBIO KO BCEM
B-nakTaMHBIM aHTHOHOTHKAM (NEHHUM/IMHAM, LedaJoc-
NopHHaM, KapbaneHeMaM) H epPeKPECTHOH Pe3HCTEHTHO-
CThIO K npenapatam Apyrux rpynn (puc.5). Bee craduio-
KOKKH OBIM YyBCTBHTEJbHBl K BAHKOMHUMHY U B 82%
CJly4yaeB K pH(paMIULHHY, YTO N03BOJISIET pacCMaTPHBAT
3TOT MpenapaTt B KayecTBe ajlbTEPHATHBbLI IIPH JIEUEHHH
cTahHIOKOKKOBOH MH(EKUHH (K YHCHy ero JOCTOHHCTB
OTHOCHTCSI BO3MOXXHOCTb [IPOBEJIHHS CTYIIEHYaTOH TepanuH,
T.€. MIEPEXOJ C MapeHTepajbHOro NPUMEHEeHHs Ha TpHeM
BHy'rpr)).

Taxum o6pasom, HeXost U3 MHKPOGHOIOTHYECKHX TIPefl-
TIOCBIIOK, aHTHMHKPOOHAsi Tepanus 060CTPeHHH GPOHXO-
JIErOYHOH HHGpeKUHH npu MB y B3poc/biX NalHeHTOB
AO/KHA OBITb OCHOBAaHA HAa COYETAHHOM IPUMEHEHHH
AHTHOHOTHKOB C AHTHCTAa(HJIOKOKKOBOH H aHTHCHHe-
FHOHHOH aKTHBHOCTBIO (C J06aBJeHHEM MO MOKa3aHHSM
NPOTHBOKAHAMJO3HLIX MpENapaToB, CPeH KOTOPHIX HaH-
Gosiee 3 (PEKTHBHEIM H HaAHMEHee TOKCHYHBIM SBJSIETCS
(aykonasosn, Gosiee M3BECTHBIN KaK AUQJIIOKAH, BHITYC-
KaeMbl¥ B IByX hopMax — ISl TapeHTepabHOro BBejle-
HUSL W WVl TIpHeMa BHYTpb). BoaMoxHBl cuenmyiomme
BapHaHTbl SMITHPHYECKOH aHTHOHOTHKOTEPANTHHK: Meporie-
HeM (MM uedTasuAUM + HETHIMHUMH) + BaHKOMHLMH
(wmu pucdammuuun) + paykonason. IMocaenyiomas Kop-
PeKLHsl JIeYEHHs] OCYIIECTBJSETCS C Y4eTOM HHAMBUAY-
aNbHOH YyBCTBHTEJBHOCTH KJIMHHYECKHX H30s51TOB. [To-
CKONBKY y GouibHBIX MB no cpaBHeHHIO ¢ ApYrHMH
JIHIAMH TOBBILIEHE MeTab0JH3M U CKOPOCTb BBIBEJCHHS
AHTHMHKPOOHBIX MpenapartoB, 403kl aHTHOHOTHKOB B 2—3
pasa JIOJKHBI NPEBBIIATh PEKOMEHJyeMble BO3PaCTHBIE
nosupoBkH [7]. IlpopomkutensHOCTh KypeoB JeueHus
OnpejiesIieTCsl TAXKECThIO 3a00JieBaHUsl, 06BEMOM JIeroy-
HBIX TPOIECCOB, CPOKAMH 3pajHKaLMH BO3GYMHTeNeH H
MOXET BapbHpOBaTh OT 2 HeJ 10 HECKOJBbKHX MeCcsLeB C
KpaTKOBPEMEHHBIMH nepepeiBaMH. JHTenbHYI0 aHTHOAK-
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TepHaJIbHYIO Tepaluio, 1o BOSMOXKHOCTH, CJIEAYET ITPOBO- 2.

JUTH B JOMALIHHUX YCJIOBHSX, YTO HapsaAy C YJay4dlI€HHEM

KayeCcTBa XXHU3HH NNallHeHTa (anBbl'-{Haﬂ cpeaa oOUTaHHUS, 3

IMATaHHe, YXOA H }lp) M03BOJISIET U36eXKaTh IepeKpecTHOro

MH(HIMPOBAHHS FOCIHTABHBIMY LITAMMaMH cpefii 60J1b- 4.

HBIX B YCJIOBHSIX CTallHOHApa, MPe0TBpallaeT pacnpocT-

paHeHHe aHTHMOHOTHKOPE3HCTEHTHBIX MHKPOOPTaHH3MOB 5.

(MRSA, rpamoTpHuaTe/IbHBIX GaKTEPHIt).
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KIMHUYECKAN DOOEKT JJJTUTEIBHOIO IPUMEHEHUSA
MAJIBIX O3 MAKPOJIN/IOB B KOMIIVIEKCHOM JIEYEHU M
MYKOBUCIIUAIO3A Y IETEN

Meauko-reHeTHueckuit HayuHbiit nentp PAMH, Mocksa

LONG-TERM LOW-DOSE THERAPY WITH MACROLIDES IN CYSTIC FIBROSIS
T.V.Lubskaya, N.l.Kapranov, N.J.Kashirskaya, L.A.Shabalova, A.L.Pukhalsky, G.V.Shmarina, S.N.Kokarovtseva.

Summary

Background — Modulation of the immune response is an attractive alternative approach to therapy in CF. In this
regard macrolides with their additional anti-inflammatory properties may be useful in the treatment of CF lung disease.

Objective — to assess action and potential mechanisms of long-term low-dose therapy with 15- and
14-member lactone ring macrolides in children with CF.

Methods — Twenty-five CF patients (14 m, 11f; age range 6.5—16 yrs) were treated with azithromycin
(SUMAMED®) in the dose 250 mg 2 times a week or clarithromycin in dose 250 mg every otner day and basic
therapy (ensymes; mucolytics, including rhDNAse; vitamins). The patients were routinely evaluated every three
months. This evaluation included anthropometric measurements (Wt/Ht, %), physical examination, pulmonary
function test (FEV1, FVC), microbiology of sputum (respiratory cultures), inflammatory markers in the sputum
samples (neutrophil elastase activity, TNF-a, IL-4, IL-8, IFNy concentrations) and in peripheral blood (sensitivity
of lymphocytes to antiproliferative effect of glucocorticoids).

Results — During the six-month period before the start of macrolides most patients had experienced a decline
in FVC and FEV1 (-3.3+2% and -2+1.5% predicted, respectively). Following the treatment the lung disease
progression became slower (FVC: 7.0+£2.1% and FEV1: 7.1£2.1%, both p=0.02). The effect was more pronounced
in the patients with FVC<70 %. Before macrolides treatment this subjects showed a loss of the mean semiannual
changes in FVC (-6.0+£3.0%) and FEV1 (-3.3%£2.4%). After six month treatment with macrolides we noticed a
significant improvement in lung function (FVC: 8.6+£3.6 %, FEV1: 9.4£3.0%, both p=0.08). The patients with poor
lung function showed an essential elevation of neutrophil elastase activity (from 60.0+15.1 to 130.1£30.4 U/mg
protein; p=0.05) and decrease of TNF-f (from 68.0+34.1 to 9.3+2.3 IU/mg protein; p=0.02) in their sputum.
Authors postulate that elastase activity elevation is associated with destruction of neutrophils following the
antiinflammatory treatment.

Discussion — Our preliminary findings suggest some potential mechanisms, by which long-term low-dose
15- and 14-member lactone ring macrolides therapy may be beneficial in CF.
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Pe3womMme

Mcnonb3osaHue B Tepanun 6onbHbIX MykoBucumMao3om MB npenapatos, 06nafatoLyx MMMyHOMOAYMPYIOLLMM
NelicTBUEM, IBNAETCA NpUBneKaTenbHoN ansTepHaTMBoi. Kak noTeHumanbHbie UMMYHOMOAYSITOPb! B COBPEMEHHbIX
MCCefoBaHUsX paccMaTpUBaloTes Makponuabl. B Hawwem nccneposaium 25 aetam 6onbHbIM MB K nHavBUAayanbHo
nopo6paxHoi 6asucHoli Tepanuu Gbin gobaeneH asutpomuumH (Cymamen ) B nose 250 Mr yepes 2 aHA wm
knaputpomuumH (Knauma ) B gose 250 Mr yepes feHb B TeueHue 6 mec n Gonee. PeaynbTaTbl OLEHUBaNUCh
€XeKBapTaNbHO MO KIMHWUYECKON KapTUHE C YY4ETOM KONMYECTBA M CTENEHU TSHXECTU 060CTPEHUIn XPOHUYECKOro
6pOHXONEroYHoro npouecca, yucna anuaonos OPBU, Kypcos aHTWBakTepuanbHOi Tepanuu, no nokasarensm
¢yHKUMM BHewHero abixanus (PBA) — DXEJST u OPB1, mapkepam BOCMNaneHus B MOKPOTE — aKTUBHOCTb
HeMTpodunbHON anacTasbl, uHTepneitkud-8 (M/1-8), untepneiikun-4 (UN-4), nHtepdepor-y (UdDy), daktop
Hekpo3a onyxonu o. (PHO) 1 B KPOBU — YYBCTBUTENLHOCTL NTMM(OLUTOB K aHTUNpoNudepaTMBHOMY AENCTBUIO
[eKcaMeTa3oHa, a Takke cTeneHn o6CeMEeHEHHOCTUM MOKpOTbl Pseudomonas aeroginosa C OnpeaeneHnem
YyBCTBUTENLHOCTU €€ K aHTUBuoTkam (aHTubuoTukorpamma). B TedeHne 6 Mec Qo Hayana vccnenoBaHuist
6ONLLMHCTBO NAaLUMEHTOB MMENU CHwKeHue nokasatenenn ®OBL: cpesHee nonyropnosoe uameHenve OXXEN
-3,3+2% B uenom no rpynne, a OPB1 -2,0+1,5%. 3a 6 mec uccnenosaHusa cpegHee nonyroaosoe usmMeHeHve
OXEJT n ODB1 40CTOBEPHO yAyyLWIMAOCh (CooTBeTcTBEHHO 7,0+2,1 1 7,1+2,1%,; p=0,02 ana o6oux nokasaresnei).
A dekT 6bin Gonee BbipaxeHHbIM Y nauveHTos ¢ PBA<70%. Yepes 3 1 6 Mec nony4yeHo LOCTOBEPHOE CHUXEHWe
yposHs ®HOo B MokpoTe. B rpynne GonbHbix ¢ MXENIK70% Ha ¢oHe cHukenus yposHs PHOw B mMokpoTe
NPOU30LLNO 3HAYMMOE MOBLILLEHWUE aKTUBHOCTU HEMTPODUNLHOM 31acTasbl, 4TO, NO-BUAVMOMY, SIBNSETCA Pesyb-
TaTOM MaccoBoi rubeny HenTpoduNoB BCaeacTeune Aenpusaunn GakTopos pocTa, B HaCTHOCTU CHUXEHUS YPOBHS
NPOBOCNANUTENbHBLIX LWMTOKUHOB. MPOM30LIN0 3HAYMMOE MOBbLILLEHNE YYBCTBUTENLHOCTU NMM(MOLIMTOB KPOBU K

NEeiCTBUIO MMIOKOKOPTUKOMAOB, YTO YKa3dbiBaeT Ha MO3UTUBHbLIE M3MEHEHUS B o4are BOCNaneHus B Nerkux.

Myxkosucuunos (MB) — HaclieiCTBEHHOE, a8y TOCOMHO-
pelieccHBHOoe 3aboJieBaHHEe, OOYCJIOBJEHHOe MyTalueH
resa MBTP (tpancmemGpanubiii peryastop MB). Cruep-
CTBHEM MYTalMH TeHa SIBJSETCS HapyLIeHHe CTPYKTYpHI
1 ¢yHkuuH Genaka MBTP, kortopeifi JoKaiu3yercsi B
anMKaJbHOH YacTH MeMOpaHbl SMHTEeJHAJbHbIX KJIETOK H
PEryJIMpyeT 3JeKTPOIUTHBIH (IPEHMYLIIECTBEHHO XIOPH/HII)
0OMeH MeXJY 3THMH KJIETKaMH H MEXKJIeTOYHOH KHAKO-
cthio. HapylieHne 3JeKTPOJIHTHOrO o6MeHa IMPHBOIHT K
TOBLILIIEHUIO BA3KOCTH CEKPETOB H AMCHYHKLMH XKH3HEHHO
Ba)KHBIX OpraHoB. B pesyiibTaTe HapyIIeHHs] MEXaHH3MOB
CaMOOYMILIEHHS] B GPOHXOJIETOYHOH CHCTeMe CO3JaloTCs
yCJIoBHSI YIS HHGHLMPOBaHUs! (IPeUMyIIeCTBEHHO 30JI0THC-
THIM CTA(HIIOKOKKOM H CHHErHOMHON NaJI04KOF), pa3BHBaETCs
XPOHHYECKOE THOMHOEe BOoCrasleHHe, MPUBOJSILEe K Hapyle-
HHMIO JIETOYHOH (DYHKLIMH, AeCTPYKLIHH OPOHXOB, I (dy3HOMY
NHeBMO(GHOPO3Y H ABIXaTeJbHOH HEJ0CTaTOYHOCTH.

MHorue rojsl JieyeHHe JIEeroYHLIX mposiBieHHi MB
(hOKyCHpOBaJIOCh Ha YMEHbLIEHHH BOCMAJIEHHS AbIXaTeJIbHbIX
NyTel MoCPeACTBOM KOHTPOJIsSt 6aKTepHalbHOH HHEKIMH
¥ 3G (EeKTHBHOrO Tyajsera GPOHXHAJBHOTO AepeBa MmyTeM
MOOGHJIH3aLMK BSI3KOTO CJIM3HCTOro cekpera. CoBpeMeHHast
3THONATOreHeTHYeCKasi KOHLEMLHS MOPaKeHHS JerkHx
npu MB npeanosaraer, YTo B paspylleHHe JIero4yHOH
TKaHH GOJIBIUMH BKJajl BHOCHT Ype3MepHbIH HMMYHHBIH
OTBET OpraHu3Ma, a He NpsIMoe NoBpeXxaaiollee 1eHCTBHE
MHKPOGHBIX areHToB. KMIMMyHoOJIOrHuecKHe HapylleHHs
3HAYHTEJIHO BO3PACTAIOT NPH JJIUTENbHOH KOJOHH3aIMH
CHHErHOMHOH NaJIoYKoH, croco6Hoi GopMHpOBaTh Ha
TNOBEPXHOCTH KJIETOK JbIXaTeJbHBIX NMyTeH MHKPOKOJO-
HHH, KOTOphle 06pa3yioT BOKpYT ce6si GHorieHKy (Mykoun),
OXPaHSIOLLYIO HX OT AE€HCTBHS 3alUTHBIX (PaKTOPOB MaKpo-
opraHuaMa M NMpPOTHBOCHHETHOHHLIX mpenapaToB. B mpo-
11eCcCe CBOEro pPa3MHOXKEHHS! MHKDPOKOJIOHHH NpPOAYLHPYIOT
BHPYJIEHTHbIe (DAaKTOPbl, KOTOPHIE MOBPEXAAIOT KJETKH
MaKpOOpraHuaMa, CTHMYJIHPYIOT BbIPpaGOTKY MEHaTOpOB

BOCMAJIeHHs], TOBLIIIAIOT MPOHHUAEMOCTb KalHJISPOB,
BBISHIBAIOT JIeHKOUMTapHyIo HHbHbTpaumio [10].

B tako#f cuTyauuH JieyeHHe aHTHOHOTHKaMH MaJjload-
(heKTHBHO, TPUBOJKT JIHILb K HEKOTOPOMY KIHHHYECKOMY
VJYULIEHHIO M CHHXKEHHIO CTeNeHH MHKPOOHOH obceme-
HEHHOCTH, HO He CMOCOOHO HCKOPEHHTb CHHErHOWHYIO
HHQPEKIMIO U MOJaBHTh Ype3MepHBIH UMMYHHBIH OTBeT.
Takum o6pa3oM, HCIOJIb30BaHKE B Tepanuu 6osbHEIX MB
npenaparoB, 06/aflal0lHX HMMYHOMOAYJIUPYIOLIUM JeH-
CTBHEM, SIBJSETCs NPHBJEKaTeIbHOH ajbTepHaTHBOM [8].

B coBpeMeHHBIX HCCIIEIOBaHUSAX MaKPOJIH/B! paccMaTpUBa-
I0TCSl KaK MOTEHUHaNbHble HMMYHOMOAYIsiTopbl. Crioco6-
HOCTb MaKpOJIMAOB OCJabJsiTh BOCNANMTENbHBIH OTBET
obeyxpaanach eme 20 et Hasaj, Korja OblJIO MOKa3aHO
OJ1aronpHsATHOE BJHMSHHE SPUTPOMHMLMHA HA TEeYEeHHE TH-
XKeJIOH CTepPOMJ03aBHCHMON OpOHXHaJNbHOM acTMBlL. He-
JaBHO Oblyla NMPOAEMOHCTPHPOBaHa 3(h(heKTHBHOCTb 3THX
aHTHOHOTHKOB B JieueHHH Judhy3HOro naHOpOHXHOJNHTA —
3a00JieBaHHs, XapaKTEPHU3YIOIErocsl XpPOHHYECKHM BOC-
najieHieM OpPOHXHOJI M TaKXe HepeaKo COYEeTaloILerocst ¢
XPOHHUYECKOH KOJIOHH3allMel CHHEerHOWHOH MaJsIouKoH.

I[IpoTHBOBOCTIA/IUTENBHOE H HMMYHOMOZYJ/IHPYIOLIee NeH-
CTBHE MAKPOJIMIOB CBSI3BIBAIOT C UX CIMIOCOGHOCTHIO BIIHATH
Ha XeMOTaKCHC HeHTpodHIOB, BO3AEHCTBOBATL Ha BhIpa-
OOTKY BOCHANUTEJbHBIX LUTOKHHOB, YBEJHUUBATL SHIO-
TeHHYIO TMPOAYKIMIO INIIOKOKOPTHKOHJIOB U aHTHOKCHAH-
THBIMH cBoicTBamu [1].

Makposuasl TopMo3SIT o6pa3oBaHHe ajibrHHaTa GHO-
MJIEHOK MyTeM HHIHOMpOBaHHS ryaHosHH-D-maHHO3amer-
HJpOreHassl — OJIHOTO H3 (hepMEeHTOB, HEOOXOAUMOro ISl
CHHTe3a agmbruHata. [Ipeanosaraior, 4To MakpoJHAbl Ha-
pSIY C NPENSTCTBHEM airesuu Ps. aeruginosa, NoiasisioT
obpasoBaHHe 6MO(HIBMA CHHETHOHHOM IaJIOUKOH, 06J1er-
yasi (harouMTHpOBaHHE GaKTepuit HeHTPO(UIAMH 1 MOBHILLIAS
YYBCTBHTEJNbHOCTb MHKPOOPTaHH3MOB K 6aKTepHIHAHOMY
JeHCTBHIO CBIBOPOTKH [Fi
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Xapakrepuctuka 605bHbIX

Tabnuya 1

Boaspacr, MPWU, Niyrais Tee CETR DOXEN, O®B, ®nopa, esiaensemMas npy 6aKTepuonorMyeckom
roas! % % % UccnNenoBaHn MOKpPOTLI
7 98 AF508/CFTRdele2,3(21kb) 82,2 71,8 Ps.aer.muc. (XpoHuu.)
14 98 AF508/AF508 89,3 18 To xe
11 75 AF508/W1282X 57,5 43,4 . a8
8 89 AF508 / — 81,4 74,5 R
11 85 W1282X/ — 85,4 55,8 S
16 70 AF508 / — 56,0 40,3 x
10 72 G542X/— 35,1 32,6 g
12 84 AF508 / — 68,3 54,1 Ps.aer.muc. (xpoHws.), St.aureus
10 91 AF508/CFTRdele2,3(21kb) 78,5 65,9 To xe
6 87 AF508 / — 67,8 64,2 L8
8 86 3821AT(19ex)/— 65,7 61,4 o
15 71,5 AF508/N1303K 46,9 39,0 T
14 80 AF508 / F508del 48,7 40,3 Zig 2
14 91 2184insA/ — 43,1 52,2 Ps.aer. (Heperyn.), Sten.malt., St.aur.
16 81 AF508 / AF508 94,8 91,6 Ps.aer. (Heperyn.), St.aureus
10 93 AF508/CFTRdele2,3(21kb) 80,9 76,4 To xe
10 97 AF508 / — 101,2 96,9 il
13 87 —/— 88,3 741 vo®
14 81 —/— 1T 58,0 Alcaligenes x/xylosoxidans
12 78 AF508 / — 66,5 449 Sten.maltoph., St.aureus
1€ 94 —/— 541 45,4 To xe
16 86 —/— 81,8 89,4 St.aureus
10 95 AF508 / AF508 88,9 74,9 To xe
13 120 AF508 / — 99,4 113,4 s
10 101 —/— 1171 102,8 Sy

B HameMm wHccienoBaHHH y gneTed GoabHbIX MB K
HHAMBHAYAJbHO MOAOOGPAaHHOH Oa3HCHOH Tepamuu Obll
Jio6aBnieH asuTpomuuuH (C amencz) B o3e 250 mr yepes 2
JIHST WM KJIApPUTPOMHLMH (ybenaunn ) B nose 250 mr yepes
JieHb B TeyeHHe 6 mMec u Gosiee. ASHTPOMHUMH H KJIApHT-
POMHMLHMH — IOJYCHHTETHYECKHE TPOU3BOJHBIE SPHTPO-

MHUHHA A. ASUTPOMHLMH SIBJISIETCS NEPBBIM NPEACTaBH-
TeJieM MOJKJacca asalujioB, pa3paboTaH (apMaleBTH-
yeckoi komnanueit “Pliva” (XopsaTusi) nyrem BKJIOUe-
HH$ aTOMa a30Ta B 14-4JIeHHOe JJaKTOHHOE KOJIbLIO MEXY
9-m u 10-M atomamu yriiepoja, npeBpallasi KoJbLO B
15-atomHoe. KnapuTpoMHUMH — 6-0-METHISPHTPOMHULIHH

Tabnuuya 2

Xapakrtepuctuka uameHeHus nokasartenein ®BJ] 3a 6 mec 8o u yepes 6 Mec nocne Havana npuema MaKpoJsIMLOB

no rpynnam 60nbHbIX

Cy

PEA

nal DXEN (%) Cpepnnan senuunna usmenenns ODB, (%4)

Mokasarens

3a 6 mec no Havana
wccnepoeanus (1)

3a 6 mec nocne Havana
uceneposanun (2)

3a 6 mec nocne Havana
wuceneposanus (2)

3a 6 mec no Havana
wuccnenosanus (1)

["/pynna 6onbHbIX B LENOM -3,3+2% +7,0£2,1% -2,0+1,5% +7,1£2,1%
p1,2=0,02 p1,2=0,02
pynna 60nbHbIX C XPOHUYECKUM BbICEBOM Ps.aer. -5,3%+2,5% +9,2+4,0% -5,0+2,5% +10,1%£3,0%
[pynna 60nbHbIX C HEPerynsapHbIM BLICEBOM Ps.aer. -1,8+2,5% +5,4%2 0% +0,2+2,5% +5,0+2,5%
Mpynna 6onbHbIX ¢ PXEN < 70% -6,0+3,0% +8,6+3,6% -3,3+2,4% +9,4+3,0%
p1,2=0,08 p1,2=0,08
pynna 6onbHbix ¢ PXKEN > 70% -0,2+2,6% +5,2+2 2% -0,5%3,0% +4,7+2 9%
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Puc.1. NameHenne koHuentpaumum ®HOw 8 MokpoTe GonbHbix MB Ha doHe
LANUTENBHOro NpUemMa ManbiX 403 Makponuaos.

Kaxaan TOMKa COOTBETCTBYET OTAGNBLHOMY HabNIOAEHMIO. MOPU3OHTanbHLIE LWUPOKUE
NMHUM — CPEAHWME 3HAYEHWR, rOPU3OHTANbHLIE Y3KME NMHUKM — MeauaHsl (pg ,=0,3;
P4,3%0,02; ps 7=0,3). Mpynna A — GonbHbie MB ¢ OXENL70%. Mpynna B — GonbHbie
MB ¢ ®XEN>70% — 3anecs u Ha puc.2,3.

OTJIMYaeTCsl OT SPUTPOMHIMHA HAJTHYHEM METOKCHIPYIIIbI
B IIO3ULMH 6-T0 JJAKTOHHOTO KOJIbLA U ABJIsIeTCs 14-UIeHHBIM
makposiaom. Oba mpenapaTa CXOAHBI [0 XapaKTepy caxa-
poB (/1e303aMHHO3a 1 KJIaIMHO3a), COCTABJISIOLMX GOKOBbIE
LIeNH, KOTOpPHIE OMpefesioT AeHCTBHE MaKpOJHAOB Ha
CHHerHoHHywo najouky [1,8].

Hccnepyemylo rpynmy cocTaBuiIu 25 neteit B BospacTte
oT 6 1o 16 set (14 manbuukos u 11 neBouek). OpHuM U3
TJIABHBIX KPHTEPHEB NPH 0TOOPE KaHAKWAATOB OBLIO HAJTH4He
CHHETHOHHOH NaJjIouku B Mokpote. ¥ 13 GonbHEIX GoJee
2 et npu 6aKTEpHOJIOTHYECKOM HCCJIeJOBAHHH MOKPOTHI
BBIJIeJISIach MYKOHAHAs (opmMa CHHErHOHHOH NaslouKH
(xponuueckasi KoJouusauusi Pseudomonas aeruginosa
muc. — Ps. aer.muc.), y 5 60MbHBIX HabOAANCS Hepery-
JISIPHBIA BhiceB Pseudomonas aeruginosa B COYETAHHH C
Jpyroi rpaMoTpHLaTe bHOH duiopoit (Pseudomonas species,
Stenotrophamonas maltofilia, Alcaligenes xyl/ xylo-
soxidans) niv 30J0THCTHIM cTaduIoKokKoM (Staphyloc-
cocus aureus). B rpynny Ttakxe Bouuio 7 neteil 6es
CHHErHoMHOM WHbeKuuH. BosbHEIe pasiMyaluch Kak 1o
nokasatejsM (GyHKuMH BHewHero asixaHusi (PXKEJI or
35,1 no 117,1%J1; O®B; ot 32,6 o 113,4%1), Tak u
no maccopoctoBomy uuuekcy (MPH). dto pasHooGpasue
BO3MOXKHO CBSI3aHO C IeHETHYeCKHMH (hakTopamu, HJiu-
TEeJIbHOCTBIO 3a00JI€BaHHS, PA3/HYHOHN CTENEeHBIO TSXKECTH
€ro TeyeHHsl, OOYCJOBNEHHOH KaK HWHAWBHAYaJbHBIMH
0COGEHHOCTSIMH OpraHM3Ma, TaK M COLMaNbHBIMH TNPHYH-
HaMH. XapaKkTepHcTHKa GOJMbHBIX MpHBeJeHa B Tabu.l.

PesysbTaThl OLEHHBAMUCh €XEKBAPTAMbHO MO KIHHU-
YecKOH KapTHHE C YYETOM KOJMYEeCTBa U CTeNeHH TSXKECTH
000CTPEHHH XPOHHYECKOro GpPOHXOJIErOYHOro mnpolecca,
yucaa snusonoB OPBU, kypcoB aHTHOaKTepHaJbHON Te-
pamnMH, B TOM YHCJIE H MPOGHIAKTHUECKHX, TIOKa3aTesIM
OBl — PXKEJI u OPB), mapkepaMm BoCHaleHHS: B
MOKpPOTe — aKTHBHOCTb HEHTPO(HILHON 3J1acTasbl, HHTEp-

neikun-8 (MUJI1-8), unrepaerikun-4 (UJ1-4), uarepdepon-y
(UDy), dakrop Hekposa omyxoun o (PHO) 1 B KpoBH —
YyBCTBHTEJLHOCTD JIMM(OLMTOB K aHTHIIPO/H(DepaTHBHOMY
JIEHCTBHIO IeKCaMeTa30Ha, a TakXXe CTelleHH 0O0CceMeHeH-
HOCTH MOKPOThl Pseudomonas aeruginosa ¢ onpeejieHHeM
YYBCTBHTEJBHOCTH €€ K aHTHOHOTHKaM (aHTHOHOTHKO-
rpamma).

Onpenenenuie PBJI ocyiecTsasiu Ha anmnapare “Eutest”
peryJisipHO [0 Hayajla MCCJeloBaHHus U 3aTeM (He pexe
1 pasa B 3 Mec). MapKepsl BocnajleHHsi B MOKPOTE H B
KpOBH onpenessiii B Jlabopatopun ummyHoreHeTHky MITHL]
PAMH. Marepuan coGupajiit y GONBHBIX B CTaAWH KJIHHH-
YeCKOH PeMHCCHH XPOHHYECKOro OPOHXOJIErOYHOro Ipo-
Lecca HWJM Mocje Kypca HHTEHCHBHOHW BHYTPHBEHHOH
aHTHOaKTepHaNbHOH Tepanuu. BosibHble BeJIM HHAHBHAY-
ajlbHble eXXe/IHEeBHbIe IHEBHUKH HaOJMIOAEHHUS TI0 OCHOBHEIM
napametpam (TemmepaTypa Tesa, 4acTOTa AbIXaHHsI, Yac-
TOTA MyJbca, HHTEHCHUBHOCTD KAILJIS, KOJMYECTBO MOKPO-
Thl, YacTOTa M XapakTep CTyJa, GOJH B JKHBOTE, AHH
npreMa aHTGHOTHKOB).

[Ipu aHanuse GbIJIO BEHISIBJIEHO, YTO B TeueHHe 6 mec
JI0 Hayajia UcclefloBaHHUS GOJIBLIMHCTBO MAalUeHTOB HMe-
JIH CHHXKeHHe nokasatened PBJl: cpennee nosyronosoe
usmenenne PXKEJI —3,3 +2% B wesom mno rpynme, a
O®B; -2,0£1,5%. 3a 6 mec HcclenoBaHHs CpefiHee
noayroposoe uameHeHue OIKEJI u ODB; noctToBepHo yiyy-
wmiock (coorserctBento 7,0+2,1 u 7,1+ 2,1%; p=0,02
1JIsi 060X nokaszatedneit). dpdexT 6bT 6oJiee BEPaXKeH-
Helit y nammentos ¢ ®BJI<70%. Jlo Hayaza npuema
MakposuzioB y atoi rpynnsl 6onbHEIX P2KEJI B cpepHem
cHHu3uaach Ha 6,0+3,0% u ODB) Ha 3,3+2,4% 3a 6 mec.
Yepes nosrona Ha (oHe nMpHeMa MaKpOJIHAOB OTMEYEHO
JfocToBepHoe yaydiieHHe (yHkuuu Jerkux: PXKEJI Ha
8,6£3,6%, ODPB; na 9,4+3,0% (p=0,03 mns obomux
nokasaredeii). DT JaHHbIE NPEACTABJEHB B TabJ1.2.

[TonoxuTtenpHas AHMHAMHMKA BBHISIBJIEHA TPH aHalH3e
(hakTOpoB BOCMAJIEHHS] B MOKPOTE W KPOBH, B YaCTHOCTH
conepkanie PHOO B MOKpOTe M YyBCTBHTEJNBLHOCTB
JUMGOLHUTOB NepH(epHYecKol KPOBH K aHTHIIposHpepa-
THBHOMY JIeHCTBHIO JleKCaMeTa30Ha.

AKTHMBHOCTL 3nacraasl, ep/Mr 6enxa

200 1
150 1
4
100:
sof] [ L1
] QeSO 7
] L4 15[ |6
0 eV - e
Fpynna A Fpynna b
[Jo .[E2] 3 mec [ 6 mec

Puc.2. ViameHeHue cpefHUX 3HAYeHUI aKTUBHOCTU HeMTPOdUALHOM 3nac-
Tassl B o6pasyax MOKpoThl GonbHbIXx MB npu ANMTENbHOM NpUemMe Manbix
no3 makponuaes (p1,9=0,3; p1,3=0,05; p4, 5=0,8; p5 6=0,9).
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Fpynna A

o]~

Fpynna B

Cpeanue aHayerHus Ah

-0,4 -03 -02 -0,1 0 0,1 0,2 03 04 0,5
E] 0 EI 3 mec EG Mec

Puc.3. YyecreutenbHocTs nuMpOUMTOB Nepudepuyeckoin KPoBU K aHTu-
nponudepatMBHOMY AeicTBUI0 gekcameradoHa y GonbHuix MB Ha ¢oHe
ANMTENbHOrO NpUeMa Manbix 403 Makponuaoe. PesynbTartel NpeAcTaBneHbl
8 BU/JIE CPEAHUX 3HAYEHU BenuyuHb! Ah,

®HOo. sBsIeTcs HHTOKHHOM LIIHPOKOTO CHEKTpa AeH-
CTBHS, KOTOPHIH ClTOCO6EH 0Ka3bIBaTh KaK (pU3HOJIOrHYec-
KHe, GJIaronpusiTHEE, TaK W MATOJOrHYecKhe 3(heKTEH.
Hcrounnkom PHOO B mpIXaTesbHBIX MyTAX SBJISIOTCS
Makpodary, JUMQOUHT, HEHTPODHIIBI H SMUTEJIHANBHEIE
kaetkd. K ¢akropam, crumynnpyiomum cuntes PHOq,
OTHOCATCS OaKTepHaJbHblE 3HIAOTOKCHHBI, JIMIIOMOJIHCA-
Xapuzipl GaKTepHaJbHBIX CTEHOK, BHPYCHBIE aHTHIEHB,
UMMYyHHBIE KoMIIeKchl. OCHOBHbIE GJIaronpHsITHBIE 30-
dextet PHO cocToSAT B CTUMYJISLMK MEXaHU3MOB CIie-
LHGbHYECKOH H HecneUu(uyecKoH 3amuThl (aKTHBaALMS
MakpocarajbHOH CHCTEMBI), IOMIEPIKAaHHH TKAHEBOTO Io-
MeocTasa (peryssiuuu KaeTouHoro pocra). Ilpu pecnupa-
topHo# mnartosorud PHOo urpaer KiwoyeByilo poib B
BOCMAJIHTEJIbHOH peaklMH, TaK KaK CIocoGCTBYeT JKCII-
PECCHH HEKOTOPBIX MOJIEKYJ, 3amyCKalolHMX BOCHAJH-
TeJbHBIH OTBET, ¥ obecrneydBaeT MHrpauuio kjaetok (B
YaCTHOCTH, HEHTPO(HUIIOB) B oyar Bocnajienus [4].

Yepe3z 3 u 6 Mec NMoJNyyeHO JOCTOBEPHOE CHHXKEHHE
ypoBas PHO«w B Mokpore. [laHHBIE NpeacTaBjeHb Ha
puc.l.

B rpynne 6onbHbIX ¢ DIKEJI<70% Ha hoHe cHIXKEHHS
ypoBHst PHOO B MOKpPOTE NMPOH3OLLIO 3HAUHMOE MOBHI-
LIeHHe aKTHBHOCTH HeHTPodHIBbHON 3nacTassl (puc.2),
4TO, MO-BUAUMOMY, SIBJSIETCH Pe3yJbTaTOM MacCOBOH I'H-
6eJH HEeHTPO(HJIOB BCJEACTBHE JAeNpHBAlLMH (DAaKTOPOB
poCTa, B YaCTHOCTH CHHXKEHHS YPOBHS POBOCHANHTEIBHEIX
LM TOKHHOB.

Jlnst BLISIBJIEHHS! CHCTEMHOrO NEHCTBHS MaKpOJIMIOB
OLIEHHBAJIH YYBCTBHUTEJBHOCTb JMM(OUKUTOB TepudepH-
4eCKOH KPOBH K JIEHCTBHIO NIIOKOKOPTHKOMAOB. JIUM(OLHTHI,
BhIJIeJIeHHBIE H3 BEHO3HOH KPOBH GOJIBHBIX, CTHMYJHPO-
Basu ¢utoremMarriaiotuHuHoM (PTA) u HHKYGHpoBaiy B
NPUCYTCTBHH Pa3JIMYHBIX KOHLEHTPALHH leKcaMeTa3oHa.
MHTeHCHBHOCTb NpOJMH(EpPaTHBHOIO OTBETa OLEHHBAJH
no BKIoYeHHI0 "H-THMHAKHHA. Pe3ynbTaThl BhIpaXkaiu B
BHJle BeJHYHHBl Ah, npeacraBisiiolledl HHTErpaTHBHBIN
noKasaTejib YyBCTBHTEJNBHOCTH KJIETOK K aHmnponm[b -
PaTHBHOMY JEHCTBHIO INIOKOKOPTHKOMAHBIX TOPMOHOB [2].
[TonoxxurenbHble 3HaYeHHsI Ah CBHAETENLCTBYIOT O Pe3H-

CTEHTHOCTH JIHM(OLHUTOB K AEHCTBHIO INIIOKOKOPTHKOH/IOB,
T.e. O HaJHYHH B mnepHdepHuecKoid KpoBH GOJBLIOTO
KOJIHYEeCTBAa aKTHBHPOBAHHBIX JIUM(oLUTOB. Tak, B Haya-
Jie HccniefioBaHusl BenuurHa Ah (cpesnee 3HaueHue mo
rpynmne B uejom) 6blia nosoxuteasHoit (+0,11£0,17).
Yepes 6 Mec ee 3HayeHHA MNepeMeCTHJIHCh B 06JacThb
orpuuatenbubix BequunH (—0,20%0,2; p=0,04), T.e. B
nepHdeprHyecKoi KpPOBH CTallH peobafiaTh MOKOsLIHEC s
JHM(OLUHTH, Yel NpoJudepaTHBHEIE OTBET HA CTHMYJIS-
uuio PI'A MoxeT GHITh JIErKo 3a6JIOKHPOBAH IJIIOKOKOp-
THKOHZaMH. B nepBrie 3 mec agdekT Gbur GoJee Bhipa- |
XeHHBIM B rpynmne GoabHbix ¢ PXKEJI<70%. Cpennee |
3HaueHHe BeJU4YHHB Ah uaMmeHusocs ot 0,4440,2 10 |
-0,3540,3. JlaHHble npeacTaB/IeHbl Ha pHC.3. 3HAUHTENbHOe
TNOBBIIEHHE YYBCTBHTEJBHOCTH KJIETOK YKa3blBaeT Ha
MO3HTHBHbIE H3MEHEHHS B O4are BOCIAJIEHHS B JIETKHX.

B 51 B 0 21 BI

1. JlnvTesIbHBIH NIpHeM MaJIbIX 103 MaKPOIHAOB 3aMe/JIsieT
NPOrpeccHpoBaHHe XPOHHYECKOro GPOHXOJIErOYHOrO
npouecca y 60JbHEIX MyKOBHCLHI030M (110 HaHHBIM
KJIHHHKO-(YHKIMOHAJIbHbIX MIOKa3aTesieil H MapKepoB
BOCTIAJIEHHS]).

2. AHanus MapkepoB BocnajieHHsi (CHH)KeHHe YpOBHs
®HOa, noBhIlIIeHHE YyBCTBHTENLHOCTH JHM(OLUTOB
K aHTHNpoJH(epaTHBHOMY JEeHCTBHIO AeKCaMeTaso-
Ha) y GONbHBIX MYKOBHCLMIO030M Ha (hOHe mpHeMa
MaJlbiX /103 MAaKPOJIHJIOB CBHETEILCTBYET 00 HX MPOTH-
BOBOCIMAJIMTEJbHOM JEHCTBUH.

3. TTonyueHHbIe pe3yabTaThl MO3BOJSIOT PEKOMEHIOBATH
IJMTeNIbHOe TNPHMEHEHHEe MaJlblX 103 MaKpOJIHIOB
60JIbHEIM MYKOBHCLHA030M OCOGEHHO C XPOHHYECKOH
KOJIOHH3aLHeH CHHErHOHHOH Ma/loOYKOH W HH3KMMH
noKasaTessiMH (YHKUHH BHELIHEro AbIXaHHS.
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NIMESULIDE IN CYSTIC FIBROSIS TREATMENT
A.L.Pukhalsky, L.A.Shabalova, G.V.Shmarina, N.Il.Kapranov, S.|.Kokarovtseva

Summary

Cystic fibrosis (CF) is a serious autosomal recessive genetic disorder, which characterized by recurrent and
persistent respiratory infections. Many CF patients demonstrate strong but ineffective immune response with a
marked influx of inflammatory cells into the lung.

The purpose of our study was to examine the antiinflammatory effect of nimesulide the novel selective
cyclooxygenase-2 inhibitor. Fifteen CF patients (the mean age 11.9 years) were treated with basic therapy and
nimesulide in the daily dose of 3 mg per kg of the body weight. Inflammatory markers in the sputum samples
(neutrophil elastase activity, TNF-o. and IL-8 concentrations) and in peripheral blood (sensitivity of lymphocytes to
antiproliferative effect of glucocorticoids and plasma TNF-o. level) have been determined. During the six-month
period before the start of Nimesulide, most patients had experienced a decline in FEV1 and FVC. Following the
nimesulide treatment the lung disease progression became slower. The patients with poor lung function showed
an essential elevation of neutrophil elastase activity and decrease of TNF-c in their sputa. Authors postulate that
elastase activity elevation is associated with the destruction of neutrophils following the antiinflammatory treatment.
Decrease in plasma concentrations of TNF-o. as well as in the number of activated lymphocytes in peripheral blood
is an evidence of the systemic antiinflammatory effect of nimesulide.

Pesiome

Mykosucunaos (MB) — Tspkenoe ayToCOMHO-peLeccHBHOE HacneacTBeHHoe 3abonesaHie, XapakTepuayioLLeecs
NPOrpeccuBHbIM TEHEHUEM XPOHUYECKOro GPOHX0NEro4HOro NpoLiecca C YacTbIMU PeLUanBaMmn PecnnpaTopHoi
uHdekumu. Y MHorux 6obHbIX MB ¢ nprucoeavHMBLLEINCS ONMOPTYHUCTUHECKOW (0B5IMHO XPOHUYECKOM CUHErHOMHO)
nHbeKUmell 0TMeHaeTCs BbIPXKEHHBIN, HO ManoadPEKTUBHBIN UMMYHHBI OTBET, CONPOBOXAAIOLLMIACA MHTEHCUBHOM
MUrpaumen KneTok BocnaneHus B ferkue.

Lenbio HacTosiwein pabotel 6bn0 uccnepoBaHve y 6onbHbiXx MB npoTMBOBOCMANUTENbHOrO AENCTBUS
HUMECynMaa — HOBOIO CEeNeKTUBHOro MHIMBUTOPa LIMKNOOKCUreHasbl-2. Mccnenosaxue 6bi1o nposeneHo y 15 60nbHbIX
MB (cpeanuin Bospact 11,9 ropa). Y 9 GonbHbix (rpynna A) OTMEYeHbl TSXeNnoe TeyeHue BPOHXONEroYHOro
npouecca Ha GoHe XPOHUYECKON CUHErHOMHOW UHMEKUUM U HU3KUE nokKasaTeny (GpyHKUMM BHEWHEro AbIXaHus
(®BA). Y 6 GonbHbix (rpynna B) 3abonesaHue npotekano Gonee 6naronpusitHO M yHKUMS nerkvux Gbina
OTHOCUTENLHO CcoxpaHHa. MoMumo obuienpuHaToll 6asucHo Tepanium, 6oNbHbLIE EXEAHEBHO B 2 Npuema nonyyanu
npenapar HUMecynua B CyTo4Hon fo3e 3 mMr Ha 1 kr mMaccel Tena. Y 6onbHbIX 40 ¥ Yepes 3 u 6 Mec nocne Hayana
neyeHusi uccnepoBany Mapkepbl Bocnanewus. Mccnenosawus NpoBoAvAM B MOKPOTE (comepxaHue daktopa
Hekposa onyxoneit o (PHOw), uHTepneiikuHa-8 (MJ1-8), a Takke aKTMBHOCTb HEMTPOGDUALHOI 3nacTasbl) W.
nepudepu4eckoin KpoBu (HyBCTBUTENBHOCTL IMMBOLIMTOB K aHTUNPONUGEPaTUBHOMY AENCTBMIO FMIOKOKOPTUKOUAOB U
coaepxanve ®HOo). B TeyeHne nonyronosoro nepvoja, NpeawecTBOBABLUErO Ha3HAYEHUIO HUMECcYnuaa, Y
GonbluMHCTBA NauMeHToB HabnioAaNoCh YCTOMYMBOE CHIDKEHUE NoKasaTenei hyHKUMM BHeLLHero Abixanus (OMDB1
u OXEN). PerynsipHbiii npueM HuMecynuaa 6onbHbiMM MB conpoBOXAanoch 3aMmeaneHmemM NporpeccupoBaHus
GpoHX0Nero4YHoOro Npouecca v crabunusaumeit nokasareneit MBJ. Y 60nbHbIX rpynMbl A Tepanus HUMECYAUAOM
CONpOBOXAanach 3aMEeTHLIM MOBLILLEHUEM aKTUBHOCTU dnacTasbl B MOKPOTE, @ TaKKe CHUKEHUEM COAEepXaHUs
®HOq.. AsTopb! NoNaraioT, 4To HabNoAAEMOE MOBLILIEHME aKTUBHOCTU AN1acTasbl ABNSETCS CNeACTBUMEM AECTPYKLM
HenTpodunos Ha oHe NPOTUBOBOCNANUTENLHOW Tepanuu. CHuxeHue KoHueHTpaumm ®HOo. B nnasme, a Takke
YMEHbLUEHUE KONN4eCcTBa aKTMBUPOBaHHbLIX TMMPOUUTOB B Nnepudepuyeckon Kposu csu.qe‘renbcmym 0 Hanu4yum
CUCTEMHOro NPOTUBOBOCNANUTENLHOrO 3addekTa HUMecynuaa.
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HecreponnHbie npotHBoBocnammTe bibie cpeactsa (HITBC)
IIMPOKO HCIOJIL3YIOTCSI B MEAHLMHE NPH JIEYEHHH OCTPhIX
M XPOHHUYECKHX BOCMAJMTEJNbHBIX peakuui. TepaneBTH-
yecKui 3¢ eKxT npenapaToB 3TOH TPYyMIbl 06YCJIOBJIEH
TOpMOXKeHHeM UHKJIooKcureHassl (IIOI) — depmenTa,
KOHTPOJIUPYIOLIEr0 CHHTE3 NPOCTArJIAHAHHOB H TPOMGOK-
cana [8]. UsBectnnl 2 usopopmsl LIOT: KOHCTHTYTHBHAS
(LIOT-1), oTBeTcTBeHHast 3a 6a30BBIH CHHTE3 MPOCTAHO-
uoB, ¥ uHAywHGeabHas (LIOT-2). Unaykuus nocienxes
OCYILECTBJISIETCS B OTBET Ha CTHMYJISILHIO SHAOTOKCHHA-
MH ¥ /WIH NPOBOCNAJHTENbHBIME LMTOKHHAMH. 3amyck
cuntesa LIOI-2 perynupyeTcst TpaHCKPHIUHOHHBIM (hakK-
ropoM NF-kB, KoTophlii y4acTByeT B aKTHBALMM TE€HOB
pasHBIX TPOBOCHAJIMTENHBIX LHUTOKHHOB, B TOM YHCJE
reHoB (aktopa Hekposa omyxosei o (PHO«w) u unTep-
nerikuHa (MJI)-1B. HenaBuue ucciieioBaHHs OKa3alH,
4TO NpoTHBOBOCHanuTenbHOe AelicTBre HIIBC cBsizaHo ¢
npenorBpaieHreM aktuBauuu NF-kB u, kax caenctsue,
HapyuleHHeM 3Kcrpeccud rexa st 1IOT-2 [9]. HIIBC
06/1alal0T BbIpaXKEHHBIM MPOTHBOBOCHAJUTENbHEIM JEH-
CTBHEM, OHAKO MX JJIMTEeJIbHOEe NMPHUMEHEHHE MOBBILIAeT
PHMCK Pa3BUTHSA MENTHYECKHX A3B XKeJyaKa, HehpOTHIECKOro
CHHJPOMa, OCTPOTO MHTEpCTHUHMAJbHOrO Hedputa [3].
OTH noboyHble 3 (EKTH SABJIAIOTCH CIEACTBHEM HHTHOU-
uuu [IOI-1, OTBETCTBEHHOH 3a CHHTE3 MPOTEKTHBHBIX
npocTariaHauHoB [2].

B nocnenHee BpeMst CO3aHbl CeIeKTHBHBIE HHTHOHTOPHI
LIOT'-2, He oka3blBalOLIHE TOOGOYHOrO AEHCTBHS Ha MOUKH
v xeaynok. K mnpenapartam 3TOH Tpynmbl OTHOCHTCS
HHUMeCYJIHA, 0OJajlaloNMi TaAKHM XK€ aHaJbre3HpyIoLnUM
¥ POTHBOBOCNAJIUTENbHLIM 3((HEKTOM, KaK U KJIaCCHUeCKHe
HIIBC [5]. ITomumo usbupatesnsHoro nogasaenus LIOT-2,
HUMECYJIMA 3allMllaeT TKaHH OT MOBPEXMAAIOIIEro new-
CTBHSI CBOGOAHBIX pajuKaioB u npoteas [4]. [Tono6Hoe
(hapMaKoJIOTHUECKOEe JIeHCTBHE OCOOEHHO MpPHBJIEKATENBHO
TpH JIeYeHHH XPOHHUYECKHX BOCHANHTEJBHBIX COCTOSIHHH,
TPH KOTOPLIX NpeobJafiaeT HHPUIbTPALHUS HEUTPOhHIaMH.
K Takoro pona 3aGosieBaHHSIM OTHOCATCSI, B YaCTHOCTH,
thopmer MB — Ts1)KeJs10ro ay ToCOMHO-PeLleCCHBHOTO Hac/Ie]l-
CTBEHHOro 3a60JieBaHus, TpoTeKalolne ¢ HHHEKIHOHHO-
BOCIAJIUTEJIbHBIM MOPaXKEHHEM GPOHXOJIETOYHOH CHCTEMBL.
Bosnbrele MB, Kak npaBuiio, CTPafaloT pelHaMBHPYIOLIHMU
pecnupaTOpHLIMH HH(EKLUHAMH, MPOTEKAIOIKMH B hopme
OPOHXHMTOB, OGPOHXHOJMTOB W NMHEeBMOHMH. Bocnanuress-
HBII mpoluecc B Jierkux 6GosbHoro MB xapakrepusyercs
OypHOH BOCHA/MTEJIbHOH peakuuel, cOmpoBOXAAIOLIeHCS
TIOBBILIEHHON MPOAYKLHEH IPOBOCIATUTEBHEIX LIHTOKHHOB
M BBIPa)KEHHOH HeHTPO(HIbHON HH(HIbTPALUEH.

Llesbio Hallero MCcieloBaHUsl ObIO H3y4YEeHHE Tepa-
MEeBTHYECKOr0 H MPOTHBOBOCIANHTENLHOrO 3 (heKTOB HH-
Mecysuaa y 6oabHbx MB.

Hccnenosanue nposoauiock y 15 GosbHbix (cpeauuit
Bo3pact 11,9 rona). lnarnos MB cTaBuiicst Ha OCHOBaHHH
NMOBBILLIEHHs] KOHLEHTpaluy xjaopuaos (>60 MM /a1) npu
NPOBENIEHHH TOTOBOH NMPOOLI U THIMUYHOH KIHHHYECKOH
KapTHHB. Bepuduxauus AuarHosa NmpoBOAHJACh NYTEM
oOHapyXeHHsI MyTauui B oboux amnensix reHa CFTR.
Ouenky Taxkux nokasaresneii PBJI, kak dopcupoBaHHas
)Ku3HeHHasi eMKocTb Jierkux (PXKEJI) u o6bem opeu-
poBanHoro Bhioxa 3a 1 ¢ (O®B)), npoBoaMIM Ha OCHOBE

JIOJDKHBIX BeJqMuMH. Jlns uccienoBanust ObLIH OTOOGPaHbI
6onbHBle MB crapure 5 sert, umeroue OIKEJI u OPB,
>40%. Y4uHTHIBasi BO3MOXHbIE OCJIOXKHEHHS CO CTOPOHBI
XKeJYJIOYHO-KHIIEYHOro TpaKTa, B IPYNNy He BKJIOYAIH
AeTel ¢ UMPPO30M IeYeHH, aKTHBHBIM TeNaTHTOM, 13BEH-
HOH 6OJIe3HBIO, 9PO3UBHBIM IaCTPUTOM M 330(harutom. B
COOTBETCTBHH ¢ mNokasarteasMd PBJ] GosbHble GBUIH
pa3OHTHl Ha 2 rpynmbl: rpymnna A — GOJIbHBIE CO CHHXKEH-
HOH pyHkumed Jerkux (PIKEJ u OPB<70%) u rpynna
B — OGosbHbIE C OTHOCHTENBHO COXPAHHOH (YHKUHEH
nerkux (PXKEJI u OPB;>70%). IMomumo GasucHOI
Tepanuu (MUKpochepHuecKue NaHKpeaTHueckue (hepMeH-
Thl, MYKOJHUTHKH, OPOHXOJHTHKH, aHTHOHOTHKH NPH 060-
CTpeHHH GPOHXOJIETOUHOTO MpoLecca), 6oMbHbIE eXKeHEBHO
nostydasin HuMecyaua B fpose 3 mr/xr (cyTounas nosa
flenusach Ha 2 npuema). MccieioBaHusl TPOBOAHMJIH B
TeyeHue 6 Mec 10 Havyasa mpHeMa npenapara u crycrts 3
u 6 Mec mocJsie HasHauYeHHUs! penapaTa. Y GOMbHBIX HCclle-
noBasu nokasatenn PBJI, a Takke coGHpalH MOKPOTY H
Gpamy KpoBb M3 BeHbl. B JKHAKOH (hpakumu MOKpPOTHI
HCC/IeloBAIH aKTHBHOCTh HEHTPOHJILHON 3/1acTasbl, a Tak-
xe coziepkanre PHOo u UJI-8. O cucremHoM addexre
HHUMECYJIH/Ia CYIHIIH 110 U3MeHeHHUIo KoHueHTpauui PHOo
B IJIa3Me, a TaKXKe 0 KOJHYECTBY aKTHBHUPOBAHHbLIX JIHM-
(houuToB B neprdepuyecKoi KpOBH, MJIsi YEro OLeHHBAJIM
YYBCTBHTEJbHOCTD KJIETOK K aHTHIPOJH(EepaTHBHOMY AeH-
CTBHIO TJIIOKOKOPTHKOMAOB. C 3TOH LENBbIO JHM(OLKMTEH,
BhIJIeJIEHHBIE H3 NepH(epHYECKOH KPOBH, CTHMYJIHPOBAJIH
¢buTOreMarrJIIOTHHHHOM ¥ HHKYOHPOBAJM B MPHCYTCTBHH
Pa3JHYHbIX KOHIEHTpPAUMH AeKcameTa3oHa. MHTeHCHB-
HOCTb NpoJiHepaTHBHOrO OTBETA OLEHHBAJIH IO BKJIOYE-
HuIo "H-THMHAKHA. Pe3ynbTaThl BhlpaXkajid B BHIE BeJH-
ynnst Ah [1,7]. TTonoxuTtenbuble sHauenus Ah cBueTe N b-
CTBYIOT O BHICOKOH CTEMEeHH PEe3HCTEHTHOCTH JHUM(OLHTOB
K JIEHCTBHIO IVIIOKOKOPTHKOMOB, T.€. O HAJHYHH 3HAYH-
TEJIbHOrO KOJHMYECTBA AKTHBHPOBAHHBIX KJETOK Cpeau
JumounToB nepudepruueckoi kpoeu. Uepes 6 mec Tepa-
NHH HUMECYJIH/IOM IPOBOAHJICS aHKETHBIH onpoc 60Jib-
HeIX MB 1 ux pomureneit 06 ahpekTHBHOCTH U Gesonac-
HOCTH MpHMeHeHHs npenapaTa. CTaTHCTHUECKHH aHaINu3
TMOJIYYeHHBIX Pe3yJbTaTOB MPOBOAUJICS C MIOMOLILIO Hema-
pameTpHueckoro kputepust Buikokcona. Hacrosiiee uc-
cJieNoBaHKe NMPOBEJIEHO ¢ Of00PEHHST DTHUECKOH KOMHCCHH
npu Pecny6/aHKaHCKOH JETCKOH KIHHHYECKOH GOJIbHHIE
(Mocksa).

Muenus ponuteseit 06 3h(HeKTHBHOCTH MPHMEHEHHS
HUMeCYJIH[a pacrpefieJHIuch caeayomuM obpasom: 11
cudTany npenapar 3pdekTuBHbIM, 1 — HeahHeKTHBHBIM
1 3 3aTPYAHHJIHUCH JaTh ONpeleNIeHHbIH OTBET. B TeueHue
TNOJIYrOJIOBOrO NMEPHOMa, MpPEeAIeCTBOBABUIErO Ha3Haue-
HHIO HHMeCYJH/a, GOJLIIHHCTBO MalMeHTOB AEMOHCTPH-
poBaJIM YCTOHYHBOE CHHXKeHHe rokasartejed ODPB; u
@®XKEJI. Konrposs PBJI, nmpoBeneHHbl yepes 6 mec
rocJie HayaJia peryJisipHoro rnpuema npernapara, rokasal,
4TO IPOrpecCHpoBaHHE JIEFOYHOIO Mpolecca 3aMejiH-
J0Ch. DTO OCOGEHHO 3aMeTHO B rpymnme A, rae orpuua-
TesibHas AMHaMuKa nokasarened OPB| u OXKEJI cmenn-
Jachb Ha IoJIoXKHTeJbHYylo. B rpynne B MoXHO Gblio
HabJo/laTh aHANIOTHYHbIE H3MEHEHHS!, OJIHAKO MOJyYEHHbIe
pasiuuus OblJIH CTaTHCTHYECKH He3Hauumbl (puc.l).
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Puc.1. MNokasarenu ®B/ 3a 6 mec no 1 Yepes 6 mec nocne Havana npuema
HUMecynuaa.

a — OB®y: py »=0,06; p3 4=0,28; 6 — DXEN: py 5=0,006; p 4=0,42.

CBHIETENILCTBOM MECTHOTO NMPOTHBOBOCHAIHTENbHOTO
ahdeKTa HHUMeCYJHAa SBJASeTCS 3HauHMOe CHHXEeHHe
conepxxauusi PHOo B MoKkpoTe GOJBHBIX Ipynnel A, B
TeyeHHe 3 MeC peryJisipHO MOJy4aBIIMX 3TOT Mpenapar
(puc.2). B MoKpoTe GO/IBHBIX OTMEUYEHbI TaKXe 3aMeTHbIE
HHAMBHAYyaJbHBIE KosieGaHus conepxkanust MJI-8, onHako
Tepanust HHIMEeCYJIHIa He oKasbiBajla CyLIeCTBEHHOTO BJIHS-
HHSl Ha KOHIEHTPALHIO 3TOr0 LHTOKHHA.

Jlo Hauasa Je4yeHHs] aKTHBHOCTb 3J1aCTasbl B MOKpOTe
OOJIBHEIX OOeWX IpyMN CTATHCTHYECKH He pasjidvaliack.
OnHako nocJjie Kypca HUMeCYJHAa y GOJbHBIX rpynnsl A
OTMEeYaJIoCh XapaKTepHOe MOBHIIIEHHE aKTHBHOCTH HEHT-
poduibHON 3aactasel (puc.3). B To e Bpems y Bcex
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Puc.2. Konuentpauus ®HOx 8 mokpoTe 6onbHbix MB B npouecce nevexus
HUMECYNUAOM.

ToMKM COOTBETCTBYIOT OTAENLHLIM HAONIOAEHUAM. MOPU3OHTaNbHBIMKU NMHUAMK 0603Ha-
“eHbl Meauans!; Py »=0,05.

AKTHBHOCTL 3nacTassl, ea/Mr 6enxa
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Puc.3. AKTUBHOCTb HEHTPOUNLHOM 3nacTassl B 06pasuax MoKpOTbl GONbHBIX
MB, neueHHbIx HuUMecynuaoM (pg,5=0,06; pg,6=0,01; pg 6=0,002).

6GOJIbHBIX, KOTOpble MPUHUMAaNH HUMecCyJauz 6osiee Mody-
rojia, 3TOT MoKa3aTesb 0OHAPYKHUBAJ BEIPAXKEHHYIO TEH-
JIeHIMIO K cHmXeHHIo (puc.4).

OpHuM M3 TNoKasaTesled CHCTEMHOro NeHCTBHS HHMe-
cymuaa siBasieTcss uaMeHeHwe KoHueHTpauun PHOo B
nyasme nepudepuyeckoi KposH. Kax BHAHO W3 TabJHLbL,
y GONBHBIX Tpynmsl A mpocieXHBaeTCsl TEHAEHUHMS K
CHHXXEHHMIO YPOBHS 3TOTO LIMTOKHHA, OJJHAKO 3TH H3MEHe-
HUSl cTaTHCTHYecKH He sHauuMmbl (p=0,076). B 1o xe
BpeMsi ToJbKO y 1 U3 7 GosbHBIX HAGJI0AAJIOCH MOBBILIE-
Hue ypoBHs PHOo.. Bo3aMoxHO, B 3TOM Cilyyae Mbl HMeeM
JeJI0 C OCOOBIM THIIOM peakUHH HMMYHHOH CHCTEMb
GOJMIBHOTO Ha HUMeCYJHJ, 06yCJOBJIEHHOH MOJABJIEHHEM
nponykuuu IT'Es. B pesyabrate npopykunss ®HOw 6y-
JIET YCHJIHBATbCS [IOT. [Tocsie uckoueHHs1 3TOro GoJb-
HOTO M3 aHasM3a cHHXeHHe cofepxxanus PHOw B kpoBH
GosbHBIX Ipynnbel B npuo6peTraeT BHICOKYIO CTENeHb 3Ha-
yumocTH (cM. Tabauiy).

Ente oHHM Ba)XXHEIM CBHAETENBCTBOM CHCTEMHOTO 3¢h-
(hexTa HUMeCyJH/Ja SIBJSETCS MOBBILIEHHE YYBCTBUTE/b-

AKTHBHOCTb 9/18CTa3H,

4501 en/mr Genka
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Puc.4. Peaynbtatel gnutensHoro Habniopexus (Gonee 6 mec) 3a uame-
HEHUSIMU aKTUBHOCTU HEMTPOPUNLHOA 3nacTasbl 8 MOkpoTe BonbHbix MB,
noNy4aBLnMX HUIMECYNNA,

Kpusbie cooTeercTayioT onpeaeneHHoMy 60nLHOMY.
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Bonee YyBCTBUTENbLHLE
(noxoswmnecs) nuMdouuTsl

Bonee pe3aucTeHTHLE
(aKTMBMPOBAHHBIE) AUMOUNTH

Yepea 6 mec

[ Ao nauana nevenus [Z] Yepes 3 mec

Puc.5. YyscTBUTENbHOCTE NMMMGBOUMTOB nNepudepuyeckon KpoBU K aHTu-
nponudepaTBHOMY AeACTBMIO iekcameTasoHa y 6onbHbix MB. Peaynbrartel
npeacTasneHsl B BUAE CPEAHNUX 3HAUEHUIA BennuuHbl Ah. Bee 6onbHbie Gbinu
paszeneHbl Ha 2 NOArpynnbl B COOTBETCTBMM C BENNYUHON WCXOAHOrO
nokasarens Ah; pg 6=0,045.

HOCTH JIHM(OLMUTOB NepHdepHuecKod KPOBH K aHTHIPO-
AH(epaTHBHOMY JISHCTBHIO MMIIOKOKOPTHKOHIOB (pHc.5).

Yayumenue nokasateieit PBJI y GosbHBIX rpynns A
COMPOBOXKAAJNOCH 3aMETHHIMH H3MEHEeHHsIMH JlabopaTop-
HBIX M1apaMETPOB, XapaKTepH3YIOLIMX TeYEHHE BOCIMAJIH-
TeNbHOTO Tpouecca in situ, — KoHuentpauxun PHOo u
aKTHBHOCTH HeHTpoduibHOH 3jacrtasbl. Ilpu stom Ha-
6aiofiaiach, Ha TepBbIH B3IV, MapajiokcalbHasi KapTHHa,
Korfa Ha ¢ouxe cHuxenus ypopHs P®HOo. nporcxomut
3HauMMOoe TOBLIILEeHHe TPOTeasHoH akTHBHOCTH. CrienyeT
JlyMaTh, YTO HHTEHCHBHAs IPOTHBOBOCTIANUTE bHAS U / HlH
aHTHOaKTepHa/bHasl Tepanusl MOJAaBJseT MPOAYKLMIO MPo-
BOCTIAJIMTENIbHBIX LIUTOKHHOB, CJIyXKaIlKX (pakTopaMu BbI-
YKHBaHHS ISl HEHTPOHJIBHBIX JIeHKoUHTOB. Takum o6pasoM,
TNOBBILLIEHHE aKTHBHOCTH 3JIacTa3hl fBJISETCS, [10 HalleMy
MHEHHIO, pe3yJbTaTOM MaccoBOH rHOesH HEeHTPO(HIIOB,

B aJITHHATHOH muieHKe (6HoduibMe), SBISIOUENACS TPOLYK-
TOM JKH3HENEeATENLHOCTH CHHErHOHHOM nasouku (Pseudo-
monas aeruginosa), KOJOHU3UPYIOLIEHCS HA SMHUTEJHH
6pOHXOB Y BCeX GOJbHBIX rpynmbl A. AHanoru4Has Kap-
THHa HabJofajsack HaMH U paHee. Tak, aHTHOHOTHKOTe-
panusi 060CTpeHHH GpPOHXOJIeroyHoro mnpouecca y 6oJib-
HeIX MB ¢ juiMTesibHOM mepcucTeHuMed P. aeruginosa
NPUBOAM/IA K 3aMETHOMY MOBHIIIEHHIO aAKTHBHOCTH 3J1ac-
Tassl B MOKPOTe Ha (hOHe BBIPAaXKEHHOTO KJIMHHYECKOro
YJIydLlIeHHs] fl 7). nuTessHoe HabuojieHKe 3a GOJBHBIMH
(6omee momyrona) mokasalo, YTO TOBHILIEHHE aKTHBHOCTH
3/1aCTa3bl HOCHT TPaH3HTOPHBIH XapakTep (cm.puc.4), uto
BIIOJIHE YKJa[blBAaeTCsl B HAllW MpeACTaBJeHHs O Xapak-
Tepe 3Toro (heHoMeHa.

HecmoTpss Ha TO 4TO Bce OOJIbHBIE 0OCJEN0BANHCh
HAaMH B MIEPHOJ| KJIHHHYECKOH PeMHCCHH, Koria GoJibliast
yacTh MPHU3HAKOB, YKA3bIBAIOLIMX HAa Ha/lH4He BOCIHAJIH-
TEJILHOTO TpoLecca, ClaGoBbIpaXKeHbl HIIH BOOOILE OTCYT-
CTBYIOT, HaM yJaJiochb OGHApY>KHTh CHCTEMHBIH POTHBO-
BOCHAJNUTENbHBIH 3(dekT HuMecyauaa. MHTeHCHBHOCTD
npolecca BocnajleHus!, MPOTEKAIoIero B JIOKajbHOM 04Ya-
re, MOXXHO OLIEHUTh MyTeM H3MePEeHHS YYBCTBUTENbHOCTH
JUMPOLHUTOB MeprepHyecKoi KPOBH K aHTHIPOJHdepa-
THBHOMY JIEHCTBHIO IVIIOKOKOPTHKOHAHBIX ropmoHoB [1,6,7].
H3BecTHO, UTO JAeKcaMeTasoH TopMo3uT cuHTe3 MPHK
aas W2, Y aumdouuToB, aKTHBHPOBAaHHBIX B ouare
Bocrianenus, MPHK nns WJI-2 yxe cuHTesnpoBaHa H
KJIETKH, TaKHM 00pa3oM, CTAHOBATCH PE3UCTEHTHHIMH K
AHTHNPOJH(EPATHBHOMY NEHCTBHIO TIIOKOKOPTHKOH/IOB.
[IpuBeneHHbIE JaHHBIE MOKA3bIBAIOT, YTO JIEUEHHE HHUME-
cymunom GosbHBIX MB, MHMGOLKMTE KOTOPHIX PE3HCTEH-
THBl K aHTHIPOJIH(EepaTHBHOMY AEHCTBHIO JeKcaMeTaso-
Ha (Ah>0), npHBOAMT K 3HAUHMOMY NMOBBILIEHHIO YYBCTBH-
TeNBHOCTH KeToK (cM.pHc.4). DTH pe3ysbTaTsl yKa3biBa-
10T Ha TMO3WTHBHBIE M3MEHEHHS] B oyare BOCHAJIEHHS B
aerkux. CieflyeT HMeTb B BHJly, UTO HMEHHO 3TOT oyar

Tabnuuya
MameHeHue KoHueHTpauun ®HOw (Hr/mn) B nnasme 6onbHbix MB B npouecce nevyeHus HUMeCynmaom
Mpynna A Mpynna B
he A0 NeYeHn yepes 3 mec vyepes 6 mec & RO NeveHua yepes 3 mec yepes 6 mec
GonbHOro GonbHOro
1 1,44 0,46 0,36
2 1,20 0,57 0,57
3 217 0,71 1,08
4 : (0 43 0,28

6 0,98
T 0,86 0,97 0,76
M+m 1,22+0,53 0,85+0,52 0,87%0,42 Mzm 1,39+1,14 1,49+0,91 1,42+1,04
1,34+0,46" 0,67+0,22" 0,67+0,33*
p 0,20 0,11 P 0,88 0,97
0,009* 0,02*

MpwumeyaHue. BonbHble, 06HapyxvBLKe nosbiueHne yposHa GHO B xoae NeveHnsi HUMECYNNAOM, BbiAENEHbI CepPbIM;
* — 3HayeHus, Nony4eHHbIe nocne ucknioyeHus 6onbHoro Ne 5 (cM. TekeT).
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SIBJISIETCS] TJIABHBIM HCTOYHMKOM AKTHBHPOBAHHBIX JIHM-
¢ounros. Cunxxenne konuentpaunn PHOw B nepudepu-
YecKOH KPOBH TaKXe OTpaX{aeT CHCTEMHBIH MPOTHBOBOC-
NaJMTeJbHBEIH 3((HEeKT TepanHu HUMECYJIHIOM.

B b1 B O 11 BI

1. Perynsipusiit npueM HuMecyaupaa GosbHEIMH MB co-
TNPOBOXKAAETCS 3aMeJl/IeHHeM INPOrpecCHpOBaHUsI Xpo-
HHYecKoro 6pOHXOJIErOYHOrO Mpolecca.

2. HccnenoBanue MapKepoB BOCHAJIEHHS O3BOJISIET 06-
HapYXHTb KaK CHCTEeMHbIH, TaK H MECTHBIH MPOTHBO-
BOCHAJMHTEJIbHBIH 3 (eKT HUMEeCYJIHAA.

3. Yayuumenue (yHKUHH JETKHX MOXKET COMPOBOXIAThCS
CYIIECTBEHHBIM MOBHIIEHHEM aKTHBHOCTH 3JIaCTasbl
B MOKpPOTE, OJHAKO TaKoe NOBLILIEHHE HMeeT, Kak
MPaBHJIO, TPAH3HTOPHBIH XapaKTep.
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M.H.Cyxos, H.H.Kanpanos, H.I0.Kawupckas, A.B.J[posdos, A.B. KoGayxuii,
C.10.Cemvixun, T.10.Kanycmuna :

KPOBOTEYEHMA U3 BEPXHUX OTIENOB ITUIIIEBAPUTEJIBHOI'O
TPAKTA Y BOJIbHBIX MYKOBHCIIMI030M, OCJIO)KHEHHBIM
IIUPPO3OM NNEYEHHU U ITOPTAJIbHOM T'MITEPTEH3UEN

Orenenne Mukpoxupypriu cocynon PIIKB;
Ornen MeannmHcKoit reHetukn PAMH, Mocksa

BLEEDING FROM THE GASTROINTESTINAL TRACT IN CYSTIC FIBROSIS PATIENTS WITH LIVER CIRRHOSIS
AND PORTAL HYPERTENSION

M.N.Sukhov, N.l.Kapranov, N.Yu.Kashirskaya, A.V.Drozdov, A.V.Kobiatsky,
S.Yu.Semykin, T.Yu.Kapustina

Summary

From 455 Cystic Fibrosis patients 10.2% has liver cirrhosis. In Russia we were the first to introduce surgical
means of treatment for portal hypertension in CF patients with liver cirrhosis. Sclerotherapy and portal venous
shunting are used if variceal haemorrhage occurs. It was shown that all of them were palliative manipulations:
portocaval shunts provided good control of portal hypertension but intensified liver failure, sclerotherapy did not
prevent a recurrence of bleeding. In the future liver transplantation will be introduced for Cystic Fibrosis patients

in Russia.

Pesiome

M3 455 aktueHO Habniopaemblx GONbHBIX MyKOBUCUMAO3OM LMPPO3 NEYeHu AvardoctuposaH y 10,2%.
OCHOBHOM NPUYMHON, BbI3bIBAIOLEH HEOBXOAUMOCTL aKTUBHOrO 3HAOCKONMYECKOro-UAu XUPYPruyeckoro sme-
waTenscTea y IeTein C MyKOBUCLIMA030M, OCNIOXHEHHBIM LIMPPO3OM NEYEHY 1 CUHAPOMOM MOPTANLHOMN runNepTeHauu,
06bIMHO ABNKETCH NULLEBOAHO-XENYA0YHOE KPOBOTEYEHUE UNU yrposa ero BO3HUKHOBEHUs1. ABTOpaMu nokasaHo,
HTO BCE UCMONL3YEeMbIe METOAbI — LUYHTUPYIOLUME Onepaumuu unmn CKNeposupoBaHne — SBNAI0TCS NanfuaTMBHbIMM.
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Mpy WYHTUPOBAHUM MONHOCTLIO NPEAOTBPALLAeTCas BO3MOXHOCTb KPOBOTEYEHMS, HO HEe3asBucumo OT Buaa’
NOPTOKABaNbHOrO aHACTOMO3a BOSHMKAET NoTepsi MopTanbHoi nepdyauu neyeHu, Beayuias K NeYeHOYHOM
HEAOCTATOYHOCTU. B cnyyae Cknepo3upoBaHvs Mbl HE Hapyliaem (GYHKUMKM NeYeHW, OAHAKO Y 4acTi BGONbHLIX
COXPaHAETCS PUCK MULLIEBOAHBIX KPOBOTEYEHWI. B HacTosAllee Bpems paavKanbHbIM METOAOM SBNAETCA TONbKO
TpaHCMNaHTaUMs neyYeHn, BO3MOXHOCTU MPOBEAEHWA KOTOPO paspabathiBaloTcs COBMECTHO C COTPYAHVKamMu oTae-
NeHus TpaHcnnaHTauuu nedeHn Hay4uHoro ueHTpa xvpypriv PAMH.

Y GosbHBIX MyKoBHcuHgosoM (MB), ocloXHEHHBIM
uupposom neuenu (LIIT), peako pasBHBAIOTCS KIHHHYECKHE
NPU3HAKK TeueHouHo# HenoctatouHocTd [1,14]. TposHbiM
CHMIITOMOM SIBJISIETCSI BAPHKO3HOE paclIMpeHHe BeH IH-
IeBOJia TIPH CHHAPOMe mopTanbHoi runeprensun (I1),
KOTOPOE CO BpeMEHEM MOXKET NMPHBECTH K MOBTOPSIOLMMCS
KpoBoTeueHHsiM. HecmoTpst Ha To uTo npH3HaKH pubposa
TOM WJIM HHOM CTETNEeHH BCTPEeYaloTCs MPAKTHUECKH Y BCeX
GombHBIX MB, ofHaKo 3TH H3MeHeHHsI Toibko y 10%
GOMBHBIX TIPHBOAST K PA3BUTHIO GHIHAPHOrO IHPPO3a NeYeHH
C CHHIPOMOM TOpTaJibHO# runeptensuy [9,14,19—21].

Bapuko3Hoe KpoBoTeueHHe HauboJiee 4acTOe OCJIOXK-
HeHHe XpOHHUecKHX 3aboneBanuii nevenu [5,8,10,14,15];
TMOAXOJ K €ro JieueHHIo pasHoobpaseH. IIpH BO3MOXKHOCTH
SH/IOCKOIHH FIBJISIOTCS IPEANOUTHTEbHBIMH HHBEKIIHS CKIIe-
ponpenapata Hau JurupoBaHue. IIpH oTCYTCTBHH 3HJIO-
CKOIHH OBBIUHO HCNOJb3YIOT KOHCEPBATHBHBIE METOJbI,
6aJlJIOHHBIE TaMITOHAMIbl, BA30OKOHCTPHKTOPHELIE Npenaparsl,
obecreurBalole BpeMeHHbIH reMocTas v M03BOJISIOIHe
BBIUIPATh BpeMs VISl MOOHJIM3aLMK PecypcoB OpraHuaMa
[2,3,5,10,16].

[Mocsie mepBOro 3MH30ja BapHKO3HOrO KPOBOTEUEHHS
MMeeTcst GOIBLLON PHCK nocsenyiowero petrausa (60—80%
B Teuenue 2 Jqet) [13,14,19,21].

Xupyprayeckie TEXHOJOTHH — LIYHTHPOBaHHe, “pa-
3o6ulaionMe” onepauly oYeHb YCMeUHsl Vi peJoTBpa-
ILIEHHs TOBTOPHBIX KPOBOTEUEHHH, HO TSXKEJIO NIepeHOCATCS
NMAlMeHTaMH NPH 3aMylIeHHBIX CTajsix uupposa [1,3—7,
8,10,11,14,15,17,18,20,21].

TpaHciorynsipHoe TpaHCMEeYeHOYHOe MOPTOCHCTEMHOE
IIYHTHPOBaHHE JIaeT BO3MOXHOCTb OCTAaHOBHTb KPOBOTE-
yeHHe, He MopBeprasi GOJLHOrO PHUCKY XHPYPrHYecKoro
BMeELIATeJIbCTBA, W TO3BOJISIET BHIUTPATh BpeMs IS rocJie-
Ayloleit TpaHcnanTauuK nevens [9,10,12,13,19].

W3 455 Hawmx GosbHeIXx MB wuppos Habmopancs y
10,2%, GOJBIIMHCTBO W3 KOTOPHIX HMEJNH BapHKO3HOE
paclIMpeHHe BeH MHILeBOJA.

OCHOBHOH MpPHYHHOH, BBHI3bIBAIOLIEH HEOOXOAMMOCTD
aKTHBHOrO SHIOCKOMHYECKOTr0 WJIH XHPYPrH4ecKoro Bme-
maTteJbcTBa Y Aeteil 60abHBIX MB, ocnoxuenHbM LIIT 1
I1T, 06BIUHO SIBJASIETCS MHILEBOAHO-XKeJyA0YHOe KPOBOTe-
yeHHWe WJIM Yrpo3a ero BosHMKHoBeHus [8,14,19—21].

CyuiecTByeT B3aUMOCBSI3b cOYeTaHUs (e63KTasHi U
BOCMANMTEJIbHBIX H3MEHEHHH CJIM3HCTON BEpPXHEro oTiena
NMHIIEeBAPHTEJBHOTO TPAKTa C MHILEBOAHO-XKENYAOUHBIMH
kpoBoTeueHusmu [2,8,14,16,21].

IIpx aHa/nM3e OTHOCHTEJIbHOH 4acTOTHl OCJIOXKHEeHHH y
JeTeH pasjIiyHOro BO3pacTa OTMEYeHa 3BOJIOLHS MaTo-
JIOTHYECKOro Tpolecca Kak MpH NporpecCHpoBaHHU LHP-
po3a, Tak u npu ycuaenuu I1T [14,20].

Cpepu HabJolaeMbIX HaMH GOJIbHBIX PELMANWBbI MHILE-
BOJHBIX KPOBOTEYEHHH BBI3BaJH HEOOXOAMMOCTH 3KCT-
peHHo# onepaunH y 1 60JbHOrO.

Knuuuueckuit npumMep

Manbuuk 8 ner ¢ MB ¢ TaxesnbIM TeyeHHeM OGpPOHXOJIEroYHOro
npouecca, ¢ XpoHuyeckum BupycHuiM renaturoM B u C, JHK-ananus:
A%SO& C Pe3KWM OTCTaBaHWeM (PH3MYECKOro PasBMTHS, BECOPOCTOBOM
ungekc 88%. Ha npotsikenun nocneiHux 3 NeT HEOAHOKPATHO NMOCTY-
naj B OTAeNeHHe peaHWMalUmK 1 uHTeHcHBHOM Tepanuu PJIKB ¢ npusHa-
KaM# racTpoasoareabHoro kposoteuenus (FIK), kotopuie conpoBox-
Jaich acUMTOM, runonporexHemuent, xenrtyxoi. B 1998 u 1999 rr.
YAaBasoCb KOHCEPBATHBHO KYNMWPOBATh MUIIEBO/IHbIE KPOBOTEUEHHS M
COMYTCTBYIOLLYIO MEYEHOYHYIO HEOCTATOYHOCTh. POMTENH B nOC/EKPH-
3HCHBIV MEPHOJL OTKA3LIBANMCH OT HHBA3UBHBIX METOJIOB MCCENOBAHHS H
neyeHusi. B kpaiiHe TXesaOM COCTOSHHHM GOJIbHOW BHOBb MOCTYNHUA B
otaenexue peanumaunu B 2000 r. ¢ NpofoMKAIOWKHMCH KPOBOTEUEHHEM,
BbIP2XKEHHOW MEYeHOYHOH HeJOCTaTOMHOCThIO, NpofBAAiOLIeH s como-
PO3HOM COCTOSIHHEM, FHMepOUAMPYOHHEMHEH, aCUMTOM, 3HAYHTEJILHBIMH
M3MEHeHUAMH NMPAaKTHYECKH BCeX GHOXHMHYECKHX NoKasaTesielt KPOBH.
Ha 3-1 cyTkH OT Hayana MPUCTYNa KPOBOTeUEeHHe GblI0 OCTAHOBJIEHO,
GonbHOWM mnpulen B cosHaHue. OfHAKO 4Yepe3 CYTKH KpoBOTeueHHe
NOBTOPHJIOCH; KOHCTaTHpoBaHa koma |—2 crenenu. Hecmotps Ha
TAXKECTb COCTOAHMSA, OGYCNOBNIEHHYIO OCHOBHBIM 3a00/ieBaHHeM, neve-
HOYHOWM HEJI0CTaTOYHOCTbIO, KOMOM, HCTOLLEHHEM, TAXeNbiM GpoHXose-
rOYHbIM MPOLIECCOM, pellieHo Gbio onepupoBaTh GosbHoro (puc.l).

Manbuuky Gbli1a nposesieHa onepauus Cyruypa Ges crieHIKTOMMH
B HafieX/ie Ha Moc/IeflyIolLyio TPaHCIJIAHTAUMIO NEYeHH.

Kposoteuenne Gbiio kynupoBaHo. [TpoBosusinch napeHtepasnbHoe
nuTaHue, MolWHas aHTHGaKTepHasbHas Tepanua. CoCTosHWE yay4llu-
Jloch, BepHyJioch cosHanue. OfHako Ha 14-e nocnieonepaunoHHbIe CYTKH
OTMEYEHO Pe3Koe yXYAlUeHHe COCTOSHHS, BbI3BAHHOE HeCOCTOATEe/IbHO-
CThIO WBa Xeayaka. BonbHo# nosTopHo onepuposaH. [edekT xenyaxa
ylwuT, copMmupoBaHa ractpoctoma. Ha 2-e cyTku nociie noBTopHOM
onepauun 6onbLHON ymep.

PapukanbHoe perienue jgeueHust 6oiabHbix LI u I —
sto Tpancriantauus [14,19,21]. Opnako B Poccuu npo-
BeJieHHe TpaHCIUIaHTAUMH neveHH GosbHbBIM MB npakTH-
YeCKH MOKa HeBO3MOXKHO.

B cBsi3u ¢ 3THM BCTaeT Bonpoc o paspaboTke Hanboee
NpHEMJIEMOH CXeMbl JIeYeHHS! PasBHMBLIErocst CHHApPoOMa
[1T". Hamu Hcnoib30BaiMCh METOIMKH 110 CO3IAHHIO CeJleK-
THBHBIX IIYHTOB, K KOTOPbIM OTHOCSIT ONepaLuH ¢ (hopMH-
pOBaHHEM aHACTOMO30B MaJIbIX Pa3MepoB, a TaKXe onepa-
uus Yoppena [(1,3,6—8,10,11,15,17,18].

C 1995 no 1997 r. onepupoBaHbl 5 feTel ¢ BHyTpHIIE-
yeHouHoH ¢opmoii I1I" Ha done LIIT.

Y Bcex GoabHBIX ObIIH BbISIBJIEHB! Bblpa)KeHHOe BapH-
KO3HOE paclIMpeHHe BeH NHILEeBOJA M renaTtocilieHoMe-

pacceyeHue u

peaHacToMo3unposaHue
xenyaka

CpeaHas TpeThb

nauiesona \

KOpOTKHE
BEHbl Xenyaka

BOPOTHAA
BeHa

KOpoHapHas
BeHa xenyaka

XeNnyao4yHo-
CanbHUKOBAN BEeHA

Puc.1. Onepauus Cyruypa.
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Puc.2. CkneposupoBaHue BeH NULLEBOAA.

rajiisi, SIBJIEHHS! THNEPCIIEHH3Ma, MPOSIBJSIOIHECS aHe-
MHel W TpomGouuToneHueH. YeTBepo feTeH mepeHecJH
B aHamMHese ofiHO H Gosiee I'OK.

Hamu BLINOJHEHO CIJIEHOpPEHAbHOE LIYHTHPOBaHHE |
6onbHOMY. Onepalust YoppeHa, OTHOCAILIASCS K CENeKTHB-
HBIM LIYHTHPOBAHHUSAM, NpoBeaeHa 3 6osbHbIM. OHa 3aKJII0-
yaeTcs B MepeBsi3Ke JIEBOH XKeJYLOUHOH BeHbl H CO3MaHHH
JIUCTAJILHOTO CIJIEHOPEHAJIbHOTO aHacToMmo3a. IIpokcu-
MaJIbHOe Me3eHTepPHKOKaBaJlbHOe WIYHTHpOBaHHe — |
60JILHOMY.

Knunuuyeckuii npumep

Manbunk 13 net ¢ MB ¢ TaXenbiM TeyeHHeM GPOHXONIErOYHOro
npouecca, AbIXaTebHOH HENOCTAaTOYHOCTLIO, OTCTAaBaHHEM B Macce
TeNa, XPOHHYECKHM HOCHTENLCTBOM CHHErHoiHo# nanouku, JAHK-ana-
aus: AF508 /G542X.

B 1996 r. peGenky Obina nMpousBefieHa STamHas CKJepoTeparnus
(9CT) Ben nuwesosa. HecMoTpst Ha yMeHblieHHe CTeneHH BapHKO3a C
3—4 j10 2 cTenenu, yepe3 Mmecsll passuaock [IK. B Tsxenom cocros-
HHHW OH MOCTYNHA B GOMIbHHLLY MO MECTY XHTEJIbCTBA, Fie KPOBOTEYEHHe
GBII0 KOHCEPBATHBHO OCTaHOBJIEHO.

Yepes Mecsill KpOBOTeUEHHE BHOBb NOBTOPHJIOCH, B CBA3H C YeM eMy
Obla NPoBe/ieHa NaJIHaTHBHAA Onepauus — CMIeHIKToMHUsA. BosibHoH
HaXOMJICS B CTALMOHApe MO MeCTy XUTeNbCTBa. B Gamxkailume nocae
cnneHsKkToMuu 6 mMec Ob1o otMeyeHo ewe 2 TIK. Tpu KoHTposbHOM
obcnefioBaHWM Y Hac 4epe3 6 Mec BHOBb KOHCTaTHPOBalW PeUMIHB
Bapukosa a0 4 crenenu. [lpoeenena onepauus [TMKIL. Bapukos
cokpatuics 10 0—1 crenenu, KpoBOTEUEHHs B KaTaMHe3e He NMOBTOPSJIHCS.

Y Bcex onepupoBaHHbIX HamH getei IICII 6vuio
ycneuwHslM. PenyayuBa KpoBOTeUEHHs B OTAAJIEHHOM e-
pHojie He oTMeyeHo. B 6anxkaiilemM nocseonepauHoHHOM
nepuojie y AByX GOJIbHEIX OTMEUYEHa I'MIONPOTEHHEMHS C
CONMYTCTBYIOLIMM €l aCUHTOM, KOTOpble KYNHpOBaJHi BBe-
JleHHeM pacTBOPOB ajibOyMHHa, BEPOLINMHPOHA ¢ (ypoce-
MHJIOM H Ha3HayeHHeM 3JIEMEHTHOrO MHTAaHHS.

O6paTHOH CTOPOHOH IIYHTHPYIOUMX ONEepauuil siBJs-
eTcsl JIeNnopTaNu3als MeveHH, Beayllas K MOSBJIEHHIO
NeYeHOYHOH HeNOCTaTOYHOCTH. B CBSI3H ¢ 3THM MBI coulIH,
4YTO MpPOBEJEHHEe 3SHJOCKOMHYECKOr0 CKJIEPO3HPOBaHHUS
MOXXeT OBIThb NMPEANOYTHTEJbHBIM, TaK KaK OHO He mepe-
CTpaHBaeT MOPTONEYEeHOYHOe KPOBOCHAGXEHHe H OTpH-
llaTeJbHO He BJHMSET Ha (DYHKUHOHAJbHOE COCTOSIHHE
KJIeTOK neyenu [1—4,5,8,9,14,16]; puc.2.

C 1997 r. 5 nereit nopseprasnuch ACT BeH nuuleBosa
(B 1 wau 2 sTanma). DHHOCKONHYECKOe BO3AEHCTBHE Ha
(hy1e63KTa3uK NUILEBOJA BO3MOXKHO ABYMS MyTSAMH: CKJIe-
PO3MpPOBaHHEM M JIMTHPOBaHHEM. MBI HCIOMB30BAIH METOL

CKJIEPO3HPOBAHHS, T.€. BBelleHHe TPOMGOBapa B BEHO3HBIH
npocseT. OnHAKO LIKHPOKO NpHUMEHsieMoe 3a pyGexkom
JIMTHPOBAHHE HJIH SHJOCKONMHYEecKasi MepeBsi3ka dKTa3Hu-
POBAHHBIX Y3JIOB SIBJASIETCS MPEANOYTHTENbHEIM. B 3ToM
cjly4ae CHHXKAeTcsl PHCK KPOBOTEYEHHSI B MOMEHT NpoBe-
neHus Manunyasuuyu [14,16].

IIpH sTanHOM CK/IEPO3HPOBAHHH Y 2 GOJIBHBIX OTMEYAJIOCh
BOCCTAHOBJIEHHE CTENEHH BapHKO3a, a elle Yy OfHOro —
[IOBTOPHBIE MHILEBOAHBIE KPOBOTEUEHHS.

Takum o6pasom, Mbl IMOKa3ajH, YTO HH OJHH M3 HC-
TMOJIb30BaHHBIX HAMH MeTOZ0B (LUYHTHPYIOIMe OnepalHH
HJIH CKJIEPO3HPOBAHHE) He SIBJsieTCs] paAMKaibHbIM. [1pH
LIYHTHPOBAHUH TOJHOCTBIO NPEOTBPALaeTCst BO3MOXKHOCTD
KPOBOTEUEHHSI, HO HE3aBHCHMO OT BHJIa TOPTOKABAJIBHOTO
aHaCcTOMO3a BO3HHMKAaeT IOTepsl MOPTaJbHOH nepdy3uu
MeYeHH, acCOLMHPOBAHHASI C HauyaJbHEIMH TpH3HAKaMH
MeYeHOYHOH HEeloCTaTOYHOCTH. B ciyyae ckiiepo3upoBa-
HHSI MBI He HapyluaeM (QyHKIHH NeYeHH, OHAKO y YacTH
GOJIBHBIX COXPAHAETCS PHCK NMHILEBOAHBIX KPOBOTEUYEHHH.

HWrtak, eMHCTBEHHLIM pafiiKaJbHEIM METOJOM SIBJISIETCSI
TPAaHCIJIAHTAUMs TeueHH. Mbl pafbl COOOLUTh, YTO B
HacTosllllee BpeMsi COBMECTHO C COTPYAHHKAMH OTHeJie-
HHS TPaHCIUIaHTalUHKH neyeHd HayuHoro neHTpa Xupypriu
HaMH pa3pabaThiBalOTCS BO3MOXXHOCTH TaKHX OIepalui
y GoabHBIX MB.
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N3YYEHUE ®YHKIINU PECHUTYATOTO DIIATEINS Y BOJBHBIX
MYKOBUMCIIII030M ¥ XPOHUYECKOM OBCTPYKTUBHOM
BOJIE3HBIO JETKHUX!
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STUDY OF THE CILIARY EPITELIUM FUNCTION IN THE PATIENTS WITH CF AND COPD BY LIFETIME
TELEVISION MICROSCOPY

A.G.Tchermensky, T.E.Gembitskaya, T.S.Sologub, A.V.Orlov, E.N.Mitkina, L.A.Jelenina, M.E.Faustova,
V.V.Shabalin

Summary

25 patients with CF and 20 with others of COPD were examinated. Ciliary beat was measured by a lifetime
TV microscopy of bioptates of respiratory mucous. Material was obtained with the help of brush biopsy during
fiberoptic bronchoscopy. The image of ciliary beat from a light microscope was recorded on the hard disk of the
personal computer. The specially created program estimated ciliary beat frequency (CBF) and amplitude of ciliary
beating. CBF into bronchi of the CF patients have made at impact phase — 6.3+0.33 Hz, raising phase — 5.7+0.36 Hz;
in the patients with COPD: 6.5+0.32 Hz and 6.2+0.33 Hz accordingly. The precise tendency to a drop of CBF and
amplitude of ciliary beating in the patients with CF on a comparison with the patients with COFD and literary datas
was marked. Also, the drop of indexes of beating in the patients with Ps.aeruginosae mucoid were marked. |

Pesawome

HapyweHue MykOUMAMApHOrO KNMPEHCa UrpaeT BaXHYI0 PONb B naToreHese rnopaXeHuin nerkux npw
MykoBucumaose. beino o6cnenosaHo 20 60bHBLIX C XPOHUYECKOW 06CTPYKTUBHOM BoneaHbio nerkux (XOBS) u 25
60onbHbIX MyKOBUCUMA030M (MB) ¢ pasnuyHbiM reHoTUNOM 1 BbiceBaemMoit dnopoit. Bpat-6uonTtartsl cAnMancTom
6POHXOB W HOCA MCCNeA0BaNU METOAOM NPUXMU3HEHHOW TENEBU3MOHHOM MUKPOCKONMM NPY NMOMOLLM cneuuansHo
CO3AaHHOM KOMMNBLIOTEPHOM NporpamMmel. HYactota GMeHns pecHUYeK MepuaTensHoro anuTenusi 6poHxos 60NbHbLIX
MB B ¢dasze ypapa cocraensina 6,3+0,33 'y, samaxa — 5,740,3 'y, y 60nbHbIX XOBJ1 — 6,5+0,32 1 6,2+0,33 'y,
CcooTBEeTCTBEHHO. OTMeYanach YyeTkas TeHAEHUMS K CHUXEHUIO nokasateneit GueHus pecHu4yek mMepuartensHoro
anutenus y 6onbHbIX MB no cpaeHenuio ¢ 6onbHbiMu XOBJT 1 AaHHbIMKU nuTepaTypbl. Takke Obino 06HapyXeHo
CHWXeHue nokasartenei 6ueHuns y 60nbHbIX, BLIAENAIOWMX MYKOUAHbIA LUTAMM CUHErHOMHOM Nanoyku.

[TpeacraBneHo Ha KOHKYpce MonoAbIX yueHbiX 10-ro HaunoHanbHoro KoHrpecca no GosieaHsm opratos Abixanus 31 oktadpa — 1 HosGps 2000 r.,
Cankr-ITerep6ypr.
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HapyueHne MyKOUMJIHAPHOTO KJIHPEHca SIBJISIETCS OIHUM
H3 OCHOBHBIX 3BEHbEB NaToreHesa 3a60JIeBaHHH JIETKHX,
B YaCTHOCTH MyKoBHcuHI03a (MB). OnucaHo HHIHOHpY-
outee aericTBHe (aCHHXPOHM3aLMsi HJIH TNpeKpalleHHe
GHEHHS] PEeCHMYEK) HEKOTOPHIX GHOJIOTHYECKHX XHAKO-
creit 6osbHoro MB (CF-factor) Ha pecHUTYATHIH SMHTENHH
TpaxeH KpoJHKa W abp ycrtpuusl [13,17,18,21]. Psn
aBTOPOB YKa3hIBAaIOT Ha 3aMeJUIeHHe MYKOLHJIHApHOTo
KaupeHca y GoibHBIX MB 10 cpaBHEHHIO CO 3J0POBHIMH
no6posouibliamu [5,14]. J.Sanchis u coasr. [15] onuckiBaior
HOpPMaJIbHbl€ HJIH CHH)KEHHBbIE TOKas3aTeNH MyKOUHJIHAap-
HOro KaupeHca y 6oabHbIXx MB. B psine pa6ot npusoasitcst
JlaHHBIe 06 HHIHOHPYIOLIEeM BJIHSIHHH NPOAYKTOB Pseudo-
monas aeruginosae (1-Hydroxyphenazine, pyo compo-
unds, rhamnolipid) Ha 6MeHHe peCHHYEK MEPLATEIbHOTO
snutenusi [16,19,20]. B.Donovan u coasr. [7] npeanona-
raioT, YTO PEryJIsilus YacTOThl GHEHHs peCHHYEK CBsi3aHa
¢ MeMOpaHHBIM MOTEHUHAJIOM KaeTkH. ViMeloTcst HeMHo-
FOYMCJIEHHBIE CBENEHHSI O TOM, 4TO YJbTPACTPYKTypa
pecHHYeK y yMepiuux 60abHbIX MB 6Gbisia HopmadbHoii [10].

OpnHako B GOJILLIHHCTBE MyGJIHKYeMbIX paboT HCIIOJb30-
BaJICSl paIi0adpO30JIbHBIH METOJ HCCJIEIOBAHHST MYKOLH-
JIMAPHOTO KJHpPEHCa, AeMOHCTPHPYIOUIHH CKOPOCTb JABH-
XKeHHSl CJIM3H, YTO 3aBHCHT He TOJBKO OT (DYHKIMH
pecHHYeK MepLAaTeJbHOrO SIMHTEHS, HO K OT PEOJIOTHYECKHX
cBOHCTB cau3u. McemenoBanuil co6CTBEHHO GHEHHS pec-
HHYEK PeCITHPAaTOPHOrO 3MHTEJNHsl, OCOOEHHO y OOJBHBIX
MB, nemnoro. Kpome Toro, B nonasJisiomieM G0JLIIHHCTBE
paboT HCCJEAYIOTCS PECHHUKH BEPXHHMX JbIXaTEJbHBIX
nyrei (Hoca, NIPUAATOYHBIX Ma3yX, TPaXeu), YacTb paboT
npoBe/ieHa Ha J1aGOpPaTOPHBIX JKHUBOTHHIX. PesysbraThl,
TNOJIyYeHHBIE HCCJIe/IOBATEISIMH, PAa3HSATLCS B JOCTaTOYHO
IUMPOKHKX TNpejiesiaX, BUANMO, B 3aBUCHMOCTH OT MpHMe-
HSIEMBIX METOJIOB PErHCTpPAalMH H aHa/H3a OHEHHS PEeCHH-
yek. Tak, yacTora GHEHHs] pPeCHHYEK Ha3aJIbHOTO SIHTe-
JIUSl Y 3JIOPOBBIX JIIOJIEH, H3MepeHHasi POTOMETPHUECKHM
METOJOM, MPH CBETOBOH MHKPOCKOINHH cocTaBuaa 11,2—
12,8 T'u [4,12], npu ucnonb3oBaHuK TeJIEBH3HOHHON HH-
TepdepeHTHOH KOHTpacTHOM MUKpockonuu — 9,5 'y [8], a
npH KomnbioTepHol potomerpun — 7,0—8,1 I'u [9]. Ipu
3amucH (hOTOEKTPHUECKOTO CHTHAMA C MOCJEAYIOLHM
npeo6pasoBanneM Pypbe yacToTa GHEHHS] PECHHYEK CO-
crapasia 7,8 Tu [11]. B kpynHeiX GpoHXax uacToTa
GueHHs pecHHuek Obliia paHa 7,1 [ [6]; oHa He 3aBucuT
ot Bospacta [9].

B wuccienoBanue ObuIO BKIIOYEHO 45 MalWEHTOB B
Bo3pacte OT O 10 25 Jer, U3 HHUX 25 GOJIBHHIX CO
CPeIHeTSKEJIBIM H TSKeJIbIM TeUeHHeM CMeLlIaHHOH (GopMBl
MB, ¢ pas/MYHBLIMH F€HOTHIIOM M BbiceBaeMoH (JIOpoH,
1 20 GOJILHBIX C APYTHMH XPOHHYECKHMH OGCTPYKTHBHBIMH
3aboneBanusiMu Jerkux (XOBJI): xpoHHYecKH#t GPOHXHT
(XB, n=4), 6ponxoskraTuyeckasi 6onesnp (B3, n=12),
o6aurepupyoimi 6pouxuonut (OB, n=4).

[leablo MAaHHOrO MCCJIENIOBAHHSI SIBJSIOCH H3YyueHHe
ocobeHHocTel (hYHKIMOHHPOBAHUSI PECHHYEK LUIMapHOro
SMUTEJHS PecrnupaTopHoOro Tpakta y OGoabHeix MB ¢
Pa3HYHBIMH TEHOTHNAMH, 3THOJOrHEH HH(EKLHOHHO-
BOCMAJIMTEJILHOTO NPOLECca B JIETKHX U CTEMEHbIO TSXKECTH
3a00/1€BaHHSI.

HccnenoBanve ¢GyHKUHH peCHHUYEK NPOBOAMJIOCH C
HCIOJb30BAHHEM METOIAMKH MPUKH3HEHHOH TeJIeBH3HOH-
HOH MHKDOCKONHH OHONTaTa CJHM3UCTOH JblXaTEJbHBIX
MyTeH c MmocJeayollel 3anuchlo HHTepecyloued HHpop-
MallMH 1 ee 06paGoTKol Ha Komnbiotepe [3]. [Tpu nanHoM
METOAMKE MCCJeNyeMBIi 0ObEKT M3yyajicsi B YCJOBHSIX
GJM3KHX K TeM, B KOTOPHIX OH (pYHKUHOHHpYeT B Opra-
HH3Me, YTO MO3BOJISVIO H3Yy4aTh GHOJIOTHUECKHH OGBEKT,
NpakTHYECKH He Hapyuas ero MophodyHKIHOHAILHOTO
cocTosiHus. Perucrpanus ABHXKEeHHS] peCHHUEK MPOH3BO-
IUTCS C TOMOIUBIO BHIEOKAMEphl uyepe3 IJIaTy BBOAA
BHJIEOM300paKeHHs] Ha JKECTKHH MHCK MEepCOHaJbHOro
KoMmbioTepa. BHomncusi anuTennasbHoro cockoba (Bbic-
THJIKH MepLATEeJbHOTO SMUTEJHS) OCYLIECTBIISIACH METO-
JiloM Gpalu-GHOMNCHH NPH NMpoBefieHHH 6poHxocKonuu. [To-
JIydeHHOe H300paieHHe aHaJM3UPOBAJIOCh C MOMOIIBIO
CrelHaJIbHOH KOMITbIOTEPHOH MPOrpaMMbl KOJIHYeCTBEHHOH
OLEHKH IBHXXEHHS PeCHHYEK MepLAaTeNIbHOIO 3MHTEJHS.
H3yueHue peosiorH4ecKHX CBOHCTB MOKPOTHI OCYIIECTB-
JISIZIOCh TIPH MOMOIIM ycTpoiicTBa “Peorectep”, koTopoe
TIPOM3BOJIMT aBTOMATHYECKOE ONpejesieHHe YNPYToBsi3KHX
CBOWCTB MOKPOTHI (BpeMsi pe/lakcalli¥ HUTH MOKPOTEL).

Jas craTHcTHYECKOH 06paboTKH MOJYYEHHBIX IaHHBIX
npumeHnsiicst Metop Cteionenta (kpurepuit ¢) aas n<30
[1] u xpurepuit U — Bunkokcona—Mauna—Yutuu [2],
KOpPEeJIILIHOHHBIH aHAJIH3 NIPOBOAMJICS C HCIOJIb30BaHHEM
metona IlupcoHa (r) W HemapameTpHueckoro MeToja
Kenpena (7).

Yacrotel 3amaxa y GosbHBIX MB GblJIM HECKOJBKO
HHXKe onucaHHbIX B juteparype (7,1—7,97 I'n) (taba.1).

JloctoBepHble oTimuust (p<0,05) mMexnmy GONLHBIMM
MB u XOBJI o6Hapy>eHbl TOJIBKO 10 YacTOTe 3aMaxa
KOHYMKa pecHHYKH. OfiHaKo Gblia OTMEYEHa TeHJEHIHUS
K CHHXXKEHHIO CpellHel 4acTOThl 3aMaxa y GoJibHbIX MB:
CPEAHIO YacToTy 3aMaxa Beiiue 6 'y umesn Tosbko 40%
GoabHEIX MB 1 60% Gonbupix XOBJI. JlocTOBEpPHBIX
pas/IMYMi MEeXJy YacToTaMH yaapa (Ta6m.2), aMmiuTynoi
M CKOPOCTbIO GHEHHS peCHHYEK B ABYX IpyMmax GOJbHBIX
0OHapy»XeHo He ObLJIOo.

Taxxke o6Hapy>KeHa TeHIEHUHS K CHHXKEHHIO YaCTOTHI
H aMIJIMTYAbsl OHEHHSI pecHHYeK y NnauueHToB ¢ MB,
BBIIIEJIIOINX Ps.aeruginosae, o CPaBHEHHIO ¢ GOJBHBIMH,
BHAESIOWHMHA Apyryio daopy (St.aureus, Str.pneumo-
niae, H.infl.). YMeHblUeHHe YacTOTE GHEHHS PECHHYEK
6BlsI0 Goslee BhIpaXkeHO B a3y 3amaxa (4,99+0,60 u y
GoabHBIX MB ¢ Ps.aeruginosae v 6,55+0,67 I'i y 60/bHBIX,

Tabnuuya 1

YacrtoTa 3amaxa y 6onbHbix MB u XOBJ1

Yacrora 3amaxa, My (M£SE)

Bonbtvie Y oCHOBaHuA Y KOH4YuKa
cpeaHan
PECHUYKN PECHUYKM
MB 5,7+0,36 5,4+0,73 4,5+0,62*
XOBN 6,2+0,33 5,7+0,80 7,0+0,84"
p<0,05.
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Tabnuya 2
Yacrora ypnapa y 6onbHbix MB u XOBJ1

Yacrora yaapa, 'y (M£SE)

SONGHS T y OCHOBaHuA y KOHuMKa
PecHNKM pecHuuKu
MB 6,3+0,33 7,5+0,92 5,2+0,70
XOBN 6,5+0,32 6,4+0,89 5,6+0,74

BHIENSIOMUX Apyryio MHKpodiopy). He 6bliio o6Hapy-

JKEHO JOCTOBEPHBIX PasIMUHH MeXJy 4acToToH GUeHHs

pEeCHHYeK B pasjiHuHble (asbl U aMIVIHTYA0H CHEeHHs Y

60MBHBIX ¢ pasianyHeiMH (opmamu XOBJIL.

HalineHr! 1oCTOBEpHOE CHHXKEHHE MJIHHbI PeCHHYEK Y
6ombHBIX MB mno cpaBHeHHio ¢ GoabHeMH XOBJI u
TEHIEHUHS K CHHXKEHHIO JVIHHBl PeCHHYeK Y 60JbHbIX B
(ta6u.3).

[To-BunMMOMY, peCHHYKH Y GonbHbiXx MB u B Gblaiu
TIOBPEX/IEHBI B PE3yJIbTaTe TSKEJOro XpPOHHYECKOro HH-
(beKuHoHHOro nmpouecca B Jerkux. Kpome toro, xoppeJs-
IMOHHBIM aHaJW3 TMOKasajl CHHXXEHHE 4YacTOTH yjapa y
GoabHbiXx MB ¢ KopoTkumH pecHuukamu (r=0,49 ).

BsiskocTs MOKpOTH GosbHEIX MB Gbla BhllE, YeM Y
Gonbaeix XOBJI (ta6u.4) '

Taxum o6pa3oMm, NpH CPaBHEHHH PasHBIX IPynI 60Jb-
HbIX BHIHO, YTO BpeMsl peJlakcald HHUTH MOKPOTHl Y
GonbHbIX MB B 2 pa3sa Bhillle, 4eM y GOJbHBIX C APYTHMH
tdopmamu XOBJI. I1pu KosnoHH3aHH 6POHXHAJIBHOTO CEK-
pera CHHErHoHHOH MaJIouKOH BSI3KOCTb MOKPOTHI IOBBI-
waercsi. Oco6eHHO BHICOKAsi BA3KOCTb MOKPOTHI OTMeua-
eTcsl y GOJIbHEIX, BBIESIIOIMX MYKOWAHBIH WTaMM Pseu-
domonas aeruginosae. KoppensUHOHHBIN aHAJIU3 MOKa-
3aJ1, 4TO CPeJ/iHsIsl YaCTOTa 3aMaxa CHHMXKaJlach MU MOBHI-
WIeHHH BASKOCTH MOKpoTh (r=—0,49). ¥ GoabHBIX ¢
BEICOKHMH KOHLEHTPALMSIMH XJIOPHAA 10Ta OOHAPYKEeHO
CHHXXEHHE aMIIMTY[bl H CKOPOCTH GHEHHS! PEeCHHYEK.

KoppesiiioHHBIH aHa/IM3 BBISIBUJI HEKOTOPbIe KOCBEHHBIE
NPU3HAKH HapylUeHHsl GHeHHsl pecHHYeK y 6osbHBIX MB,
B OCHOBHOM Ha YPOBHE HX KOHYHKOB:

— OTpHLATeJbHAs KOppeJIsiys YacTOThl 3aMaXa KOHYHKA
PECHHYKH CO CKOPOCTbIO GHEHHSI PEeCHHUEK IpH MoJo-
JKHUTEJNBHON KOppeJsiliK 3THX NapaMeTpoB Yy MOBEp-
XHOCTH KJIETKH;

— OTCYTCTBHE KOPPEJSLHH MeXAy aMIUIHTYHOH M yac-
TOTOH yZlapa KOHYHKOB PECHHYEK MPH MOJNOXKHTENbHOH
KOppeJsilMM CpPefHeH 4acTOThl yAapa CO CpejHed
aMIIUTYHOH OHEeHHS;

— y GousbHbIX MB KOHYHMKH pecHHYeK KojebJIoTcsl ¢
BBICOKOW aMIIKTYNOH, a OCHOBaHHE H CPeflHsIs YacTh
— ¢ Huskoi. ¥ GoabHbix XOBJI ¢ BbicOKOH aMmuiy-
TYHOH KOJIEOIOTCS CPEAHSS YacTh U KOHUHK PECHHYKH.

TsixkecTb Mopa)kKeHHs1 OPOHXOJIETOYHOH CHCTEMBI, He-
COMHEHHO, OblJIa TECHO B3aHMOCBsI3aHa C (DYHKLHeH Mep-
LaTeIbHOro SMUTeNHst 6poHxoB. O6 3TOM CBHIETEBCTBYET
cHmxenue nokasateneit ®BJl y GoJbHBIX ¢ HH3KOH
ckopocThio Guenusi pechuuek (1=0,45 u 0,53 cooTser-
CTBEHHO) ¥ CHH)XKEHHE YaCTOThl 3aMaxa 10 Mepe H3MEHEeHHS]

Ta6bnuya 3

OnuHa pecHuyek y 6onbHbix MB 1 605bHbIX ApyruMu
dopmamun XOBJ1

3abonesaHun JInuHa pecHuyeK, MKM

MB 6,31+0,51*

XOBN 8,50+0,42*

XB 9,43+0,86

B3 7,77+0,37

(0]5) 9,52+1,26
p<0,01.

XapakTepa OTAeJIsieMOi MOKpOThl (MOKpOTa CTaHOBHJIACH
rHoiHom) (t=-0,38). C mpyroit ctopoHsl, y 6osbHbIX MB
C COXpaHeHHOH MJIMHOH pecHHYeK Kalejb Obll OoJsee
NPOAYKTHBHBIM, UeM y GOJIbHEIX C YKOPOYEHHBLIMH pec-
Huukamu (1=0,49).

Taxkum o6pasoM, NpH HCCJIEJOBAHHH MEpLATEeJbHOTO
3NHUTENHUS ObIJIO OOHAPYKEHO CHHXKEHHE YacTOThl OHeHH
pecHHuek y 6oabHEIX MB, HapylieHue GHEeHHUST peCHHYEK,
CBSI3aHHOE C FeHeTHYEeCKH JeTePMUHHUPOBAHHBIMH U (heHO-
THIIHYECKH OOYCJIOBJIEHHBIMH AMCKPHHHUECKHMH Hapy-
IIEHHSIMH, MOBPEX/EHHE PECHHYEK MEpLATEJbHOro 3IMH-
TeJUsl, KOTOPOe TaKXKe INPHUBOAMJIO K HapYLIEHHIO HX
6uenusi. Kpome Toro, 6blJIo OGHApy»XeHO HapylleHHe
(DYHKIMH KOHYMKOB pECHHUYeK, KOTOpoe MOXeT OBITb
CBSI3aHO KaK C TOBPEXIEHHEeM pPEeCHHYEK BCJEACTBHE
TSDKEJIOT0 XPOHHYECKOTo BOCHAJIMTEJBHOTO Ipolecca B
6poHxax GospHbIX MB, Tak U ¢ AMCKPHHHYECKHMH Hapy-
weHUsIMH. BoJsiee HH3KHe BEJNHYHHBI YACTOT YKa3aHHbIX
(a3, 0co6E€HHO YaCTOThl 3aMaxa, H aMIVIUTYAL GHEHHS Y
6osmbHBIX MB Moryt ObITh CBsI3aHbl C HapylLIEHHSIMH B
CJIOSIX TeJIb ¥ 30J1b GPOHXHAJIBHOrO cekpeTa (yMeHbleHHe
TOJILHHEI CJIOS 30JIb TIPH OOILEM YBEJHYEHHH KOJIHYeCTBa
MOKpoThl). [locnieiHee IPOHCXOAMT KaK BCJEACTBHE Ma-
TOreHEeTHYEeCKHX OCOOGEHHOCTEeH 3a6o/ieBaHHs, TaK H B
pesyJbTaTe MOCTOSTHHO PEUHAHBHPYIOIIErO BOCNAJIEHHS B
OGPOHXHANBHOM JIepeBe, YTO MPHBOAHT K H3MEHEHHIO PeoJIo-
THYEeCKHX CBOMCTB MOKPOTHL. [leficTBUTENbHO, HCCel0Ba-
HHE BSI3KOJIAaCTHYECKHX CBOMCTB MOKPOTHI NTOKA3BIBAET,

Tabnuuya 4

Ynpyroeaskue CBOMCTBA MOKPOTbI Yy 6onbHbix MB 1 XOBN
C pa3nu4yHoi mukpodnopon

Bpema penakcauumn
3abonesanue il = p
HWUTH MOKPOTSI, C

XOBJ1 (n=17) 0,041+0,007 <0,05
Mykosucumnos (n=16) 0,080+0,012
S.aur., H.inf. (n=14) 0,065+0,009 <0,05
Pseudomonas (n=11) 0,092+0,008
Non mucoid (n=8) 0,087+0,010 <0,05
Mucoid (n=3) 0,119+0,007




4TO BSI3KOCTb BbieJIsIeMoro 60JbHEIMH MB cexpeTa MmoBbl-
lieHa B 2 pasa MO CPaBHEHHIO C 3THM IOKasaTejieM Y
6oabHbIX XOBJI 1 HOpManbHBIMH BeJH4YHHAMH. [ToBbilIe-
HHE BSI3KOCTH OPOHXMAJbHOrO CEKpeTa Y 3THX GOJBHBIX
06YyCJIOBJIEHO He TOJBKO HACJEACTBEHHLIM HapylIeHHeM
(DYHKIHH XJIOPHBIX KaHaJOB, HO H NPHCYTCTBYIOLIEH B
AbIXaTEJNbHBIX MYTAX 0cobod MuKpodopol. IIpucoenu-
HEHHe XPOHHYECKOH CHHEerHOMHOH MH(EKLHH MOBHIIaeT
BSI3KOCTb MOKPOTHI IIyTeM H3MEHEHHST COOTHOIIEHHST KHC-
JIBIX H HEHTpaJIbHBIX CHaJloMyLHHOB. Kpome Toro, MHOrHe
60JIbHBIE UMEIOT MYKOWIHEIH [ITAMM CHHErHOMHON MaJIo4KH,
NPOAYUMPYIOUHH aJIHHAT, KOTOPHIH TaKXKe CIoco6CTBYeT
YBEJIHYEHHIO BSI3KOCTH.

YunThIBasi HEMHOTOYHCJIEHHBIE NaHHbIE JUTEPATyPhl O
COXPaHHOCTH YJIbTPACTPYKTYPHl PECHHYEK LHJIHAPHOTO
3MHUTENHS Y 60JbHEIX MB U 0TCYTCTBHE KOPPEISIHOHHBIX
cBsized myTauuu reHa TPBM wu nokasarteseilt 6HeHus
PECHHYEK MOXKHO MPEATONOXKHTD, YTO BhISIBJIEHHbIE Hapy-
IIeHHs (PYHKIMH LHJIHAPHOTO SMHUTENUs1 y 60bHEIX MB
He SIBJISIIOTCS FeHEeTHYeCKH 00y CIOBJIeHHBIMH. MBI cUHTaeM,
YTO NaHHBIE HapYIIEHHS CBSI3aHbl C BHEIUHHMH BO3Jel-
CTBHSIMM Ha DECHHYKH MeplaTesbHOro anutenusi. OnHo
M3 TaKHX BO3JEHCTBHH — MeXaHHYEeCKOe MOBpeXJeHHe
(ykopoueHue pecHHYEK) BCJe[CTBHE BhIPaXKEHHOTO BOC-
najeHusi B 6poHXHajbHOM nepeBe. B To e Bpemsi mMep-
LaTeJbHBIM SMHTENHH B TeYeHHe JUIMTEJbHOTO BpeMeHH
BBIHYXJIeH paGoTaTh B KpaiHe HeGJarornpusTHHIX s
HEro ycJIoBHsAX: GOJIbLIOE KOJHYECTBO BSIBKOrO GPOHXH-
AJIPHOTO CEeKpeTa, YacThie 060CTPeHHs] OPOHXOJIErOYHOTO
BOCIMAJIHTEJNILHOrO Ipollecca, arpeccHBHasi MUKpodJopa u
T.A. Pabora pecHHuek B TaKHX YCJOBHSX C TeyeHHeM
BPEMEHH MOXET NPUBECTH K (DYHKUHOHAJNbLHBIM Hapyle-
HuAM (aBTOMaTH3Ma, SHEpreTHYeCcKoe HCTOLIEeHHe, Hapy-
LWIEHHEe KOOPAHHALMH OHEHHS] PECHHYKH B LIEJIOM H T.1.).
O ToM, YTO 3TH HapyLIeHHS ABJSIOTCS NPHOOPETEHHBIMH
H, BO3MOXHO, OOpaTHMbIMH, CBHAETENbCTBYET TO, YTO
yacrora ynapa y 6onbHbeIXx MB cHHXXaeTcsi ¢ Bo3pacToM
(xoTst B HayuyHOH JMTepaType NPHBONSTCS CBENEHHS O
TOM, 4YTO YacToTa OHEHHSI PeCHHYEK He 3aBHCHT OT
Bo3pacTa). B To Xe Bpemsi aMIUIHTY/la H CKOPOCTb GHEHHS]
PeCHHYEK yBeJIHYMBAIOTCS MO Mepe HapacTaHHs 06ocTpe-
HUA BTOPHYHOrO OpOHXHTa y GosbHBIX MB wHiau npu
nopeieHHH KOE (kosoHueo6pasyiomux equHHI) NnaTo-
JIOTHYECKHX areHToB B MoKpoTe GosbHbIX. Ilociennee
JIOKa3bIBaeT, YTO Y MepLATEJbHOrO SMHTEJIHS eCTh HEeKo-
TOpPbI€ Pe3epBbl, KOTOPHIE OH MOAKJIOYAET B Cjyyae Heob-
xonumocTH. Ha oOCHOBaHHM MOMYYEHHBIX AAHHBIX IS
0603Ha4YeHHs1 OGHAPYKEHHBIX (PYHKIHOHAIBHBIX Hapyllle-
HHH MBI Ipe/lIaraeM BBECTH TEPMHH “YCTaNOCTb pecHHYeK”
KaK BBIpa)KeHHe NPHOOGPETEeHHOro XapakTepa H3MeHeHHH
(YHKUHH UMIHAPHOTO 3MUTEJIHSI.

B BIB O I BI

1. ¥ 6onbubix MB pasBuBaeTcsi MHOrohaKTOpHAS LIHJIH-
apHasi AMCHYHKUHSA, XapaKTepH3YIOILasacs MOBPEXe-
HHEM DEeCHHYEK CO CHHXXEHHEeM YacCTOTHl yaapa Mo-
BPEX/IEHHLIX DECHHYEeK H “ycTalocTblo pecHHYek”
(cHMXXeHHe YacTOTHl 3aMaxa, HapylleHHe KOOpAHHA-
UMY OHEeHHs] PECHHYKH KaK eMHOro LeJoro).

2. PasBuTHe 1MIHAPHOH AUCHYHKUMH B GOJbIIEEH CTENEHH
00yCJIOB/IEHO HapylleHHeM GHeHHs KOHYMKOB PecHHYEK.

3. I'eHeTHUeCKH NeTePMHHHPOBaHHOE MOBHIILIEHHE BSA3KO-
CTH OpPOHXHAJbHOIO CEeKpeTa M XpOHHUecKas CHHe-
THOHHasl HH(EKUHs NMPHBOAAT K CHHXKEHHIO 3(hdek-
THBHOCTH MYKOLHJIHADPHOTO KJIMpEHCca.

4. Hapyuienusi MyKOUHMJIHaPHOTO TPAHCIIOPTA CIIOCOBCTBYIOT
(GOpMHPOBAaHHIO H TMPOrpecCHpPOBaHHI0 GPOHX006CT-
PYKTHBHOrO CHHZIpoMa y GosibHBEIX MB.
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JUATHOCTUYECKOE 3HAYEHME HEITPAMOTI'O METOJA
OIIPEJIEJIEHUSI TAHKPEATUYECKOM HEJTOCTATOYHOCTHA
BJIACTA3BI-1 B CTVYIJIE Y BOJIBHBIX MYKOBUCIIUIO30M

Menuko-reHeTHIecKuit HayaHblit ienTp PAMH, Mocksa

DIAGNOSTIC MEANING OF INDIRECT METHOD FOR ELASTASA-1 PANCREATIC FAILURE DETECTION IN
FAECAL MATERIAL OF CYSTIC FIBROSIS PATIENTS

N.Yu.Kashirskaya, N.l.Kapranov, N.F.Kabanova, E.A.Kalashnikova

Summary

The aim of our work was to search specificity and sensitivity of pancreatic elastase-1 (E-1) immune enzyme
detection (ScheBo®BioTech. Germany) in faecal material both to define pancreatic failure in cystic fibrosis (CF)
patients and to diagnose CF. The trial group included 128 children. The main subgroup involved 112 CF patients
including 4 ones with CF pulmonary form aged from 3 months to 19 years. The control group involved 16
conventionally healthy children of the same age with no obvious digestive injury.

The E-1 concentration in all the control group children was within the normal range (more than 500 mcg/g
of the faecal material), thus, the specificity of the method was 100%. Meanwhile, the sensitivity of the pancreatic
failure detection in the CF patients was 86.6%. Moreover, we revealed the negative correlation (r=0.4; p<0.001)
between E-1 concentration and a dose of a pancreatic enzyme drug (a lipase unit per 1 kg of the body weight in
a day) taken by patients.

Therefore, the faecal detection of E-1 is a simple, exact and non-invasive method for pancreatic failure
diagnosing in CF children; therapy with pancreatic enzyme drugs does not influence the result. The E-1 level
detection can help to select a pancreatic enzyme replacing dose in CF patients. If the E-1 level is normal, the
reasonability of pancreatic enzyme drug administration should be revised. When monitoring E-1 level in CF patients
with preserved pancreatic function it is possible to administrate pancreatic enzyme drugs timely.

Pesiome

Llensto Hawe paboTbl 66110 u3yyeHue cneumduyHoCTH 1 YyBCTBUTENBHOCTU MMMYHODEPMEHTHOIrO METOAa
onpeneneHus naHkpeatuyeckon anacrasbl-1 (E1) B cryne (pupma “ScheBo®-BioTech”. Fepmanun) kak ons
BbISIBNIEHUA NaHKPeaTU4eCKon Hea0CTaTOYHOCTU Y 60NbHBLIX MyKoBUCUMAo3om (MB), Tak 1 ans ycTaHOBKM CaMoro
nunarHosa MB. B uccnepyemyio rpynny sowso 128 peteit. OcHoBHyl0 rpynny coctasunu 6onbHble MB (112
nauueHToB), U3 HUX 4 ¢ neroyvHoi popmoit MB, B BoapacTe oT 3 mec 10 19 neT. B koHTponbHoM rpynne (16 peteit)
6bInv YCNOBHO 340POBLIE AETH TOrO Xe Bo3pacTa 6e3 BUAMMOro nopaxeHus CUCTEMbI NULLIEBAPEHWS.

Y BCcex AeTeit KOHTPONbHOW rpynnbl KOHUeHTpauus E1 okasanack B npeaenax Hopmebl (6onee 500 mkre 1 1
ctyna), uto rosoput 0 100% cneumduyHocTy TecTa. B T0 Xe Bpems 4yBCTBUTENLHOCTb BbIABNEHUSA NaHKpeaTU4ecKoin
HepocTaTodHoCTU Yy 6onbHbIX MB coctasuna 93%. YyBCTBUMTENBHOCTL METOAA ANS NOCTAHOBKM AnarHosa MB
coctasuna 86,6%. Kpome Toro, Hamu Gbina BbifBneHa otpuuartensHas koppensuua (R=0,4; p<0,001) mexay
KoHUeHTpauven E1 1 00301 naHkpeatuyeckux pepmeHToB (eanHuLa nunasbl Ha 1 Kr macesl B 1 cyT), npyH1Maemon
60nbHBIMK,

Takum oOpas3oMm, uamepeHue KoHueHTpauuu E1 B cTyne sBnAsieTCs NPOCTbIM, TOYHBLIM, HE MNPSMbBIM W
HEMHBA3MBHLIM METOA0M ONpeneneHns NaHKkpeaTUyecKon HeAOCTaTOMHOCTU Yy aAeTen 6onbHbix MB, npuyem Ha
pesynbLTaT He BAUAET Tepanua naHkpeaTuyeckummn pepmentamu. 3HaveHue yposHs E1 moxer nomous B noabope
[03bl 3aMEeCTUTENbHbIX NaHKpeaTuyeckux pepmeHToB y 6onbHbix MB. Mpu HopManbHbix 3HaveHuax E1 cnenyer
nepecMoTpeTb He06X0AMMOCTb HadHayeHus naHkpeaTnyeckux pepmeHTos. Miccnenys nokasarenu E1 8 auHamuke
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y GonbHbix MB ¢ coxpaHHoi (yHKUMEl NOAKENyA04HOM Xenesbl MOXHO BbIIBUTb Bpems, Koraa notpebyercs

HasHayeHue naHkpeaTuyecknx GepmMeHToB.

[TaHKpeaTHUeCKyIO HEIOCTATOYHOCTL UMEIOT OK0JIo 85%
GosbHBIX MyKoBHCLHEo30M (MB). Ona nposiBaseTcs B
OCHOBHOM B HapyIIEHHH aCCHMHJISILIMH XHPA H CTEaTOPEH
TOH Han uHOM creneHu. OcranbHeie 10—15% 6GoabHEIX
COCTABJISIOT TPYIY C OTHOCHTEJIBHO COXPAHHOH (hyHKIHEH
nokeaynouHoi xedqessl ([IXK) 6es Hapymenus ycBoe-
HUsl Kupa. ONHAKO, ecsi TIATENbHO HCCJIENOBaTh €e
(YHKUHIO Y 3THX GOJIbHBIX, TO H Y HHX OOHApY>XHBaIOTCS
3HaYHTEJIbHbIE OTKJOHEHHS! OT HOPMbI. BBISIBJIEHO, UTO Y
GOJIBLIMHCTBA MAlMEeHTOB C KIHHHYECKH COXPaHHOH (yHK-
uuedt IT2K ypoBeHb Jamnasbl Kose6ieTcs B mpejenax
HHXXHEH TPaHHIbl WK JlaXKe HHXKe HOPMBL. Y CTaHOBJIEHO,
4TO JUISi NpPeAOTBPAlUEHHS MaJbAUreCTHH JOCTATOYHO
cekpelH Beero ot 1 10 2% obuieit TUnase ¥ KOJMNA3HI.
Takum o6pasoM, y 85% neTeil ¢ KIMHHYECKH BhIpaXKeH-
HOH MaHKpeaTHYeCKOoH HeJloCTaTOYHOCTHIO MOTEPST IK30K-
pHHHOH (yHKuMH coctaBasier 98—99% [2,6].

M3smenenus BHewHecekpeTopHo# ¢yHKumu [TXK npu
MB o06ycJ/1oB/IeHb TEPBHYHBIM F€HETHYECKUM AE(PEKTOM.

B Hopme B aumHyce BbipaGaThiBaeTCsl XKHAKHH CEKpeT
GoraTblii hepMeHTaMH H APYTHMH GeJIKOBBIMH BEeILIECTBAMH.
Cexper, NPOABHTasiCh 10 BEIBOAHOMY MPOTOKY, CTAHOBHTCS
Gosiee XHAKHM 3a CYET MOCTYMAIOIKX B HEro aHHOHOB H
MoJieKyJsl BOABl. ¥ OGojbHbX MB H3-3a HapyleHHOro
aHHOHHOrO TpaHCropTra B OeJIKOBBIH CyGCTpaT He IOCTY-
naeT HeoOXOAUMOro KOJMYeCTBa BOJbI, OH OCTaeTcs GoJiee
BSISKUM H CKOPOCTb €ro TpOABHXKEHHS 3aMeIsieTcsl, B
CBSISH C 3THM O€JIKH OCaXK[aloTCH Ha CTEHKaX MEeJKHX
BBLIBOJHBIX IPOTOKOB, BBbI3bIBAsl HX OOCTPYKIHMIO H MOJNHYIO
3aKyMopKy. 3a CYeT 3TOro H MPOHCXOMMT CO BpeMeHeM
JAECTPYKLHS H aTPO(HST aLHHYCOB H BEIBOJAHBIX ITPOTOKOB.
C nporpeccupoBaniem 3a6ojieBaHHsI IpoLecch (GHOPO3HU-
pOBaHMsI TKaHH 3aTHXAlOT M 3K30KpHHHasi yacTb [1DK
3amellaeTcs XHPOBHIMH KileTKaMu (KHpoBasi MHGMHJBT-
pauus). ITpu nanbHeliemM TeUeHHH 3a60J1€BaHUS B IPOLIECE
MOJKET BOBJIEKATbCS SHAOKpPHUHHAs yacTh [12K.

JlaGopaTopHble METO/bl ONMpeleseHHs] BHELIHeceKpe-
TOPHOM MaHKpeaTHYeCKOH HeNOCTATOYHOCTH JAENSITCS Ha
2 OCHOBHBIE IPYIIIbL: MPSIMBIE, HENPSIMbIE H KOJIHYECTBEHHOEe
omnpee/ieHHe XXHpa B CTYJIe.

C nomolpio NpsSIMBIX METOJIOB ONPEAEISIIOTCS aHKpea-
THYecKHe hepMeHTH (B yoeHaNbHOM CONepPIKHMOM) HIIH
npu ctumyasuuy II2K 3Kk30reHHBIMH TOpPMOHAJBHBIMH
cy6eTaHunsMH (CEeKpeTHH, XONEUUCTOKHHUH H Ip.), HIH
SHJIOreHHBIMH HYTPHEHTaMH (XKHUpPHBIE KHCJOTH, aMHHO-
KMCJIOTHL M p.). Cpeau NpsIMBIX METONOB ‘“30JI0THIM
cTaHpapToM” 1O CBOeH crnelH(HYHOCTH H YYBCTBHTEJIb-
HOCTH OCTaeTCsl CeKPeTHHXOJELIHCTOKUHHHOBLIH TECT, OT-
pakalollu# HapyllleHHe BBIpaOOTKH SH3MMOB, HabJofaeMoe
y)Ke Ha PaHHUX CTaJUsX MOBPEXIEHUS allHHO3HOM TKaHH.
Onnaxo stor MeToA TpeGyeT GOJIBLIOTO KOMMYECTBA Bpe-
MEHH, SIBJISIeTCS HHBA3HBHBLIM U JIOPOTOCTOSILIMH TECTOM.

K HenpsmMbiM MeTosam oTHOcsT: 1) aHamM3 cryna
GOJIBHOrO — KOIPOJIOTHSI, KOJHYECTBEHHOE COAEPXKAHHE
XKHpa B CTYyJle, ONpefie/leHHe TPUIICHHA H XUMOTPHIICHHA;
onpejieleHHe CTeaTOKPHTa; 2) onpeliesieHHe aKTHBHOCTH
NaHKpeaTHYeCKHX MapKepoB B CHIBOPOTKE KPOBH HJIH B

Moue; 3) nbixarenbHbie TecTs (onpenenenne *C — BConu-
MHAHBIX POM3BOJAHBIX B BHIABIXa€MOM BO3AYyXE).

Onnaxo npHMeHsieMble Ha NMPAKTHKE HempsiMble MeTOAb!
OKasajiiCh HecrnelH(MHUYHEIMH H HEYyBCTBHUTENbLHBIMH, OCO-
GeHHO ISl BHISIBJICHHSI MaJIOH W CPeJlHel CTEeleHH MaHK-
peaTHYecKoH HefloCcTaTOYHOCTH. TakuM 06pasoM, HeCMOTpsI
Ha JyIHTesibHOe H3ydeHHe natoyorku IT2K no Hacrosiiero
BpeMeHH B P® OTCYTCTBYIOT NpoOCTHIe, HOCTYMHBIE H
aJleKBaTHbIE METO/bl AMarHOCTHKH MaHKpeaTHUeCcKoH He-
JOCTAaTOYHOCTH, a MPHMEHsIeMble METOAbl — JOpPOTH,
TPYAOEMKH HJIH MaJIO4yBCTBHTEJIbHBI.

B nocniennee 10-n1etrHe yyeHble 06paTHIM BHUMaHKHe Ha
NaBHO H3BECTHBIH NpoTeosUTHYeCKHH (epmeHT DK —
anacrasy-1 (E1) ¢ mosekyasipHoit Maccoii okoso 28 k]I,
I[Ipu ¢u3HOMOrHUECKOM COCTOSIHHH KOHUeHTpauus E1 B
MaHKpeaTHYecKoM COKe Haxomutes mexay 170 u 360
MKI‘/) MJI, KOTOpasi COCTaBJIsIeT 0KoJIo 6% OT Bcex cekpe-
THPYEMBIX NMaHKpeaTHYeCKHX (hepMEHTOB.

Ha ocHoBe 3storo ortkpeitis B Hauaje 90-x rojos
HeMewKoit pupmoti “ScheBo®-BioTech” 6bi1 paspaboTaH
MUMMYHO(EPMEHTHBIH METOI ONpesie/IeHHs TaHKpeaTHyec-
kol El B cTyse M CbIBOPOTKE KPOBH IJIsi BbISIBJIECHHS
XPOHHMYECKOro M OCTPOro MaHKpeaTHTa 3JjacTasa-l Kompo-
Jiornyeckui tect, kaT. Ne 07 u anacrasa-1 cHIBOPOTOUHBIH
Tect, KaT. Ne 06).

[Tankpeatnyeckass E1 yesoBeka He H3MeHsieT CBoeil
CTPYKTYPHI IIPH NPOXOXKAEHHH Yepe3 XKeJyHL0YHO-KHIIIey-
HBIH TPaKT, TO3TOMY €€ KOHLEHTPALKs B KaJOBEIX Maccax
MCTHHHO OTpakaeT 9K30KpHHHYIO pyHKuHIo [IK. Pesy.is-
TaThl onpesesnenuss E1 N0BONbHO TOYHO KOPpEJHPYIOT ¢
MHBa3WBHLIMH TeCTaMH (CEKpeTHHMaH-KPeO3HMHHOBHIH H
CEKpeTHH-LePYJIHHOBEIH TecThl) [3,5].

B nocnepnue 2 roga meron onpenesnenusi E1 cran
LIHPOKO MCIOJIb30BaThCsl BO MHOTHX KJIMHHKaxX EBporsl 1
CesepHolt AMepHKH y GOJIbHBIX ¢ Pa3JIMYHOM MaTOJNOrHeH
XKeJyIOYHO-KHLIEYHOrO TPaKTa H BbIPaXKEHHOM NMaHKpeaTH-
YECKOH HEeJIOCTATOYHOCTHIO M J0KasaJ CBOIO BBICOKYIO
crenruynocts (B cryne 93%, B ceBopotke 96%) M
uyBcTBHTEIbHOCTD (B cTysie 93%, B chiBopotke 97%). B

>200 E1, mxr/r

<100

100-200

Puc.1. Pacnpeaenenue 60nbHbIX MyKOBUCUMA030M (n=112) B 3aBUCMMOCTH
OT nokasarenen E1.
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Puc.2. Pacnpeaenenue 6onsHbix MB (n=108) u 3poposbix aeTeit (KOHTPonb)
(n=16) B 3aBMCMMOCTH OT KOHUeHTpauun E1 B cTyne.

Poccuu laHHas METOMKA NPAKTHYECKH He MpHMeHsach
JI0 HACTOSILIIEr0 BpeMeHH.

B PoccuiickoMm LeHTpe MyKoBHcuumo3a ¢ 1998 r. mul
LIHPOKO HCIMOJb3yeM HMMYHO(MEpMEHTHBIH TecT Onpeje-
nenust E1 (“ScheBo®BioTech”, Tepmanus) B cryne y
GoampHEIX MB [1].

[lesblo HAILEro HCCJENOBAHHUSI SBJSJIOCH H3ydeHHe
crelM(HUYHOCTH U YYBCTBHTEJILHOCTH METO/IA ONpeieJIeHHS]
kouueHtpaunu El B ctysne npu MB. B uccaenyemyio
rpynny Bouwio 128 pereit. OCHOBHYIO rpynimy COCTaBHJIH
112 6oabHeix MB B Bospacte ot 3 mec jpo 19 ser. B
KOHTPOJIbHOH rpymnre OBUIH YCJIOBHO 3/10pPOBHIE MIETH,
HaxoJsilHecs Ha 06c/IeJOBaHHHU U JieyeHHH B Pecry6Ginkan-
CKOil JIeTCKOH KMHHuecKol Gosbhuue (Mocksa, PD) Ges
BHIMMOTO TTOPaXKEHHST XKEJTyIOYHO-KHLIIEYHOTO TPAKTa.

ITo yposuio E1 B ctysie GosbHbix MB paspennnu Ha 3
rpynnel: 1-i — c BBIpA)XK@HHOH NMaHKpeaTHYeCKoH HeJo-
cratounoctbio (83,5%), 2-1 — ¢ yMepeHHOH H JIerKoH
crenenbio (3,1%), 3-1 — 6e3 naHKpeaTHYeCKOH HeloCTa-
tounoctH (13,4%) (puc.1). B 3-it rpynne oxasasochk 7
netel, KOTopsle, HECMOTPSI Ha HOPMaJIbHble MoKa3aTeJsH
El, uMenu nNpH3HaKH CHHApPOMA MajbabCOPOLHH, UTO,
BH/IUMO, MOXXHO OObSICHHTb COYETAHHOH MaTOJOrHeH Xe-
JIyJIOYHO-KHIIIEYHOTO TPaKTa W renaToOHIHAPHOM CHCTEMBI.

HopmasnbHeiMH nokasateasmu El caenyer cuutath
Gosee 200 MKr /T cTyna, Jerkasi, WM CpejHss, NaHKpea-
THYeCKast HeJI0OCTaTOYHOCTb CYHTAETCSs MPH ToKasaTessxX

Ta6bnuua 1

YacroTta BCcTpeyaemocTu mytauum AF508 no crpaHam
cpeav o6cnenoBaHbiX 60MbHBIX

FomosuroTs! No Yucno O6uee uucno
S AFS08  loBonenceaisiuie “heno anneneit AF508
GonbHbIX APOMAOOM
aGe. % a6e. %

Monbwa 150 38,1 394 788 464 58,9
peuusn 15 19,2* 78 156 73 46,8
Poccus 223 27.8 79 158 78 494
Bcero... 187 33,9 551 1102 615 55,8

* [locToBepHOE OTAUYME OT rpynnbl u3 MNonbun.

100—200 mxr/r cTysa, BEpaXKeHHasi TaHKpeaTH4ecKast
HezocTatoyHocTh — MeHee 100 Mkr/r crtyaa.

Hamu 6bia BhIsIBIEHA YeTKasi 3aBUCHMOCTb KOHIIEHT-
pauwuu E1 ¢ HauyueM B roMo- ¥ reTepO3HTrOTHOM COCTOSIHHH
caMOM pacrpoCTpaHEeHHOH, TsKesol MmyTaunu AF508.
Tak, y romosuror no AF508-myTauuu Oblia BhISIBJIEHA
JIOCTOBEPHO GoJiee TsKeJsasi CTeneHb NMopaXKeHHsl BHell-
HecekpeTopHOH (pyHKuuu IT2K, yeM y 60JbHEIX ¢ APYTHMH
reHOTHIaMH.

Jlnsi u3ydyeHHsi YYBCTBHTENbHOCTH METOJA H ero cre-
LH(pHYHOCTH MBI CpPaBHUJM NokasaTesu E1 Goabubix MB
C yXKe JI0Ka3aHHOMH APYTHMH METO/laMH NMaHKpeaTHYeCKOH
HEJIOCTATOUHOCTBIO C MOKA3aTeIsIMH KOHTPOJILHOH TPYIIIILL.
Y Bcex peTell KOHTPOJBHOH rpynmnsl KoHueHTpauus El
oOKasaJsach B npejesax HopMel (6osiee 500 mxr /p r cTyda),
yTo roBopuT o 100% crneuuduuHocTd Tecta. B T0 XKe
BpeMsI YyBCTBHTEJIbHOCTb BBISIBJIEHHSI MaHKpeaTHYecKoH
HEJIOCTAaTOYHOCTH Y GosbHEIX MB cocrasuna 93% (puc.2).
Ecau e B35ITh BCIO rpynny o6cjeJoBaHHbIX O0JBHEIX, TO
YyBCTBHTEJBHOCTb METOAA VIS TOCTAHOBKH AMarHosa MB
coctaBuia 86,6% (cm.puc.2). IMosyueHHble JaHHBIE CO-
rJacyloTcsi C pesyJbTaTaMH MOJAOGHBIX HCCIENOBAHHH,
npoBefieHHbIX 3a py6exoM. Tax, mo nauneim H.G.Terb-
rack 1 coasT. [4], uyBcTBUTEILHOCT METOAA OMpENE/IeHHs]
El cocraBuna 85%, npu cneuuduynoctd merona 99%.

Kpome Toro, Hamu Obla BbiSIBJE€Ha OTpHUATEJbHAs
xoppensiuus (| R|=0,295; p = 0,005) Mexxay KOHLEHTpalHe

Tabnuua 2

YyBCTBUTENBHOCTL METOAAa onpenesieHns E1 ons BbiSBNIEHUs NaHKpPeaTU4eCcKon HeJoCTaToOYHOCTU cpeay Bcex obcnenoBaHHbIX

6onbHbIX MB 1 no ctpaHam

E1, Mkr/r ctyna Bes rpynna GonbHbix MB BonsHbie MB 13 Monbum

C naHkpeaTu4ecKoi
HEAOCTATOYHOCTLIO

BonbHbie MB 3 Mpeuun BonbHbie MB 13 Poccun

CpenHsis 102,0+9,8 100,5%+10,8
Mepawnana 19 16
JunanasoH 0—1810 0— 1810
YyBCTBUTENBLHOCTL 87,2" 87,8*

119,5¢7,1 94,0+21,0 35,0+3,3
46,5 18,0 17

4 — 742 0 — 1036 0 — 285
84,6" 86,6" 88,3

il



Ta6bnuya 3

CneunduyHOCTE METO[A U NorpaH1yHble 3HaYeHus onpepenenus E1 ons BoisB/IeHMs NMaHKPeaTUYecKoi HeaoCTaToO4HOCTU B
KOHTPOJIbHOW rpynne u B rpynne GonbHbix MB 6e3 HapyleHus 3K30KPUHHOI DYHKUUM NOAXKENYA0HHO! Xenesbl

Bes nbHas
E1, mkr/r ctyna il

KonrtponsHas rpynna

Bce o6cnenoeannbie ©

KoxTponsHas rpynna
e Y COXpaHHoOi yHKumein

KoxTponsHan rpynna

rpynna ** w3 Monbwm n3 MNpeumn n3 Poccum K
CpegHsia 625,8+25,8 753,3+29,9 454,2+9 1 Ty 440,9+22.5
Menuaxa 523 714 464 it 426,5
HuanasoH 159 — 1802 159 — 1802 205 — 720 iy 87 — 1566
CneunduyHoCTb 98,5* 971" 100* 100* 96,7**
MorpaHuyHble 3Ha4YeHus 200,5** 198 202,5 b 99,5

MpumeyaHwue *— norpadmue Ha yposHe 200 MKr/r, ** — MO ypPOBHIO, ONpPeAensiowemMy OTCYTCTBME WAU Hanuuue
naHkpeaTuyeckon HegocTatoyHocTw, *** — 1054, 734, 662, 551 n 12 nokasareneit > 500 MKr/r, KOTOpbIE HENbL3S MaTeMaTU4Yecku

obpaboTars.

El u nosoit naHkpeaTHueckux ¢epmentoB (eauHuua Ju-
nassl Ha 1 Kr Maccel B 1 cyT), npyHUMaeMoi GOJbHBIMH.
B 2000 r. MBI NpHHUMAJIH Y4acCTHE B MeXAYHapOLHOM
uccaenoanuu (Poccusi, [Tosbiia, Ipenus) no BHSBIEHHIO
nokasarenss El cryna, sBasiomerocs Han6osee TOYHOM
rpaHuuei Mexay 60/bHBIMH MB U 310pOBEIMH JIIOIBMH,
a takxe mexny 6ospHbIMH MB ¢ coxpanHo#t ITXK u ¢
NMaHKpeaTHYeCKOH HeA0CTaTOYHOCThIO.

B uccrnenoBanue Bcero 6blI0 BKIOYEHO 569 GosbHBEIX
MB B Bospacre ot 1 Mec 1o 31 roaa (cpemuuit Bospact
10,7£0,3 roga). ¥ 201 nauuenTa 66110 MPOBEAEHO KOJIH-
YeCTBEHHOE H3y4eHHe BbIAEJEHHOr0 XHpa co cTyJjoM (no
Van de Kamer). Ha ocHOBaHHH 1OJyYeHHBIX JaHHBIX 171
6osbHONH MB 6Bl KBanMUUMPOBAH KaK MMEIOIIHH MaH-
KpeaTHUYeCKylo HelocTaTOYHOCTh, 30 MalMeHTOB OKa3alHuCh
¢ coxpanHo# ¢yHkuuer IT2K. Kontpoashyio rpynmy co-
craBuid 199 uenoBek B BospacTe oT 2 mec no 40 jer
(cpenumit Bospact 12,1£0,5 rona) 6es KakuX-TM60 BHISBJIECH-
HBIX 3a60J1eBaHHI CO CTOPOHBI XKEJTYIOYHO-KHILIEYHOTO TPAKTA.

551 GousbHO¥ GBI reHOTHNHYECKH o6cnenoBal. Yactora
BcTpeyaemocTH MyTauuu AF508 y Gosnbubix MB B romo-
3MroTHOM cocTostHHH U3 ITosbiun Gbinia foctoBepHo (p<0,05)
BBIIlIE, YeM Yy TpevyecKHX OOJIbHBIX, POCCHSIHE 3aHSIH
CPeJIHIOI0 MO3HUMIO H JOCTOBEPHO He OTJIHYAJHCh OT
o6enx rpynn (ta6u.l).

Hamu Gbliv MoATBepXKIAEeHBl peKoMeHAyeMble GUPMO-
usrotoBuresieM HopmaThsel. Konuenrpauus E1 Hike 200
MKT/T CTyjla yKashiBaja Ha HajlMuMe HapyLIeHHs 5K30-
kpuHHOH ¢yHKumu ITDXK, a menswe 100 mMkr/r — Ha
KJIMHHYECKH BbIPAXKEHHYIO CTeaTopelo.

YyBCTBHTENILHOCTh METOAA ISl BbISIBJIEHHS! NMaHKpea-
THYECKOH HEeJOCTAaTOYHOCTH Cpefd BceX GoubHBIXx MB
cocraBuia 87,2%, cpefi GOMbHBIX ¢ I10KA3aHHOH APYTHMH
METO[iaMH IaHKpeaTHYeCKoH HeoCTaTouHOCThbio — 88,3%
(Ta6u1.2). CriendpHUHOCTb METO/IA OKA3aNacCh BHICOKOMH —
or 97,1 no 100% (cpenuss 98,5%) (ra6:1.3).

ITo Hawmm paHHBIM, nokasateab El cryna, cooTBet-
CTBYIOUIMH MepBOMY LEHTHJIO, VIS KOHTPOJIbHOH TPYIIIHI
(3mopoBsie somu) coctasui 173 MKr /T cTyJa, st GONBHBIX
MB c coxpanHoit pyukumeir [DK — 90 mkr/r cryna.

Takum o6pasom, npu HasmuyuK nokasarens El y mopei
6es MB uuxe 173 MKr/r MoXHO ¢ Gombuiol poJeit
BEPOSITHOCTH 'OBOPHTH O HAJIHYHK Y HHX NMaHKpeaTHYEeCKOH
HeJloCTaTOYHOCTH. Jlis ompefesieHHst MaHKpeaTHYeCKOH
HEelOCTaTOYHOCTH y 6osbHBIX MB Heo6xomumo, 4To6H!
3HaueHust E1 6bun Hixe 90 MKr /T cryaa.

Takum o6pasom, H3amepeHHe KoHUeHTpauuHu E1 B cTyse
SIBJISIETCS TPOCTHIM, TOYHBEIM, He NPSAMbIM M HEHMHBA3HB-
HBIM METOJIOM BBISIB/IEHHS MTAaHKPeaTH4YeCKOH HEeJ0CTaTOu-
HOCTH y fieTed W B3pocuabiX. IIpu mpoBeneHuu Tecra y
GonbHBIX MB Ha pesysbTaT He BIMSIET Tepanusi MaHKpea-
THYECKMMH (epmeHTaMH. 3HaueHHe ypoBHSI E1 moxer
IIOMOYb B MoAGOpe 103bl 3aMECTHTEJbHEIX TaHKpeaTHYec-
KHX (pepMeHTOB y GosbHBIX MB: ueM HHXe IMoKasaTesu
El, Tem Bhillle CyTOYHas 1032 MMaHKpeaTHYECKHX (hepMeH-
ToB Ha | kr maccel. Ilpu HopMasbHBIX 3HauyeHHsX El
cleflyeT INepecMOTpeTb HeoOXOAUMOCTb B HasHAaYeHHH
naHkpeaTHuecKux (epmenTtoB. Mcenenys nokasartenu El
B IMHaMHKe Yy 60abHBIX MB ¢ coxpanHon dhynkumei 12K,
MOXKHO ONpeJIeJIHTh BpeMsl, Korja notpebyercsi HasHaueHHe
MaHKpeaTHYeCKUX (hepMEeHTOB.
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HHWU nynsmononornn M3 PO, Mocksa

CYSTIC FIBROSIS: CURRENT SURVIVAL
E.L.Amelina, A.V.Cherniak, A.L.Cherniaev

Summary

The aim of the multicentre study was to set up the national register and evaluate survival of patients with
cystic fibrosis in Russia. Data were provided from the six special cystic fibrosis clinics and were used for national
register. Six hundred thirty three patients (292 females and 341 males) were analysed.

One hundred eighty two patients were over 15 years (17%). In the beginning of the analysis, 107 patients
(17%) were registered dead. Survival analysis has demonstrated that the mediana of expectant life is 25 years. It
has demonstrated that significant difference exists in expectation of life between sexes (p=0.045). The mediana
of expectant life in men is 29 years, whereas this parameter in women is 22 years. Our data have confirmed that
cystic fibrosis is actual problem of pulmonology and isn’t only paediatrics problem any more.

Peswome

LlensiMu JaHHOro MynbTULEHTPOBOro UccnepoBaHus 6biiv CoO3AaHUe HaUMOHANLHOrO PermcTpa U aHanus
BbIXMBaeMOCTU G0NbHLIX MyKOBMCLUMAO30M B Poccun. B AaHHOM uccneaoBaHUy NPUHSAAM yyacTue 6 LEeHTPOB.
MYKOBUCLMA03a, Ha OCHOBaHUM X AaHHbIX 6bln copmuposaHn pernctp na 633 6onbHbIX (292 60bHBLIX XXEHCKOro
nona n 341 myxckoro nona).

O6uiee yncno 6onbHbIX cTapwe 15 net coctasuno 182 (28,75%) wenoBeka. Ha MOMeHT aHanusa ymepau
107 GonbHbIX (17%). AHanu3 BbRKMBAEMOCTM NMoKasan, HTO MeAuaHa OXWUOAAEMOW NPOAOIXUTENBHOCTU XUSHU
cocTasuna 25 net. Bbino BbIBNEHO AOCTOBEPHOE Pasnuyve NPOAOIKUTENBHOCTU XUSHU Y MYXKHYUH U XEHLUH
(p=0,045). Meauana oxuaaemMoi NPOACIKUTENLHOCTU XU3HU Y MYXHUH cocTaBuna 29 neT, Toraa Kak y XeHLmH
aHanoruyHbI nokasarens coctasun 22 roga. Takum o6pa3oM, Halwm AaHHbIE NOATBEPXKAAIOT, YTO MyKOBUCLIMA03
CTAHOBUTCA aKTyanbHOW Npo6nemMoit COBpeMEHHOM NynbMOHONOrnu, nepecrasas ObiTh cyrybo neguaTpuyeckomn

npo6nemoi.

B teuenue nocneanux 30 JIeT B pe3ysbTaTe yJIydIIeHHs
JMATHOCTHKH, TOHHMAaHHUs W JIEUeHUs MYKOBHCLM03a
OTMeYaeTcsi 3HAUYHTEJbHBIE POCT MPOAOIKHTEIbHOCTH
JKH3HH OOJIbHBIX TIPH 3TOM TSXKEJIOM HACJeJICTBEHHOM
saboseBanuu [2,4,9,16]. dTH HoCTHXeHHs NpHBENH K
TOMY, UTO B HACTOSIIEE BPEMSl IE€TH C MYKOBHCLHIO30M
MMEIOT XOPOLIHH [IaHC JOCTHYb B3pocJoro Bospacta [14].
B 70—80-e roust XX Bexa B cTpaHax EBponel u CeBepHOH
AMepHKH CTajli aKTHBHO PasBHBAaTh CEThb CIELHANU3HPO-
BaHHBIX LEHTPOB MyKOBHCLM03a, KOTOpPble 06ecreyHBalH
LleHTPaJM30BaHHOE CHaGXeHHe MeIMKaMeHTaMH, KOMII-
JIEKCHBIH TOJIXOJl, B OCHOBE KOTOPOTO JIEXXHT B3aHMOJeli-
CTBHE CIEeLHAJIMCTOB-IPOdECCHOHANIOB, U 6ojiee aKTHBHOE
nedenre [12]. B 3THX cTpaHax CYIIECTBYIOT HaLHO-
HaJlbHble PErHCTPhl BCeX GOJMBHBIX MyKOBHCLHAO30M, YTO
N03BOJISIET BHISIBUTH JUHAMHMKY BbDKHBaeMocTH. OfHako,
NOCKOJILKY METOMBl JHarHOCTHKH, JIeKapCTBeHHoe obec-
neyeHHe M OXpaHa 3[I0POBbsl 3HAUMTENbHO PA3JIHYAIOTCS
B PasHbIX CTpaHaX Pas/MyYaloTCs M M0Ka3aTeH PONOIKH-
TEJIbHOCTH >KH3HH Fl5]. CpaBHeHHe MoKasaTeseH BBIKH-
BaEMOCTH 03BOJISIET BHISIBATH CTPaHHl ¢ HanGojee 3¢-

(heKTHBHOH OpraHH3alMel BelleHHsI 1 pa3paboTaTh OMNTH-
MaJIbHYI0O CXeMy JleueGHO-peaGHIUTaALHMOHHON MOMOLIM
60JbHBIM MYyKOBHcUHA030M. B Poccun Ha ceropHsiHui
JIeHb He CYILECTBYET eJMHOrO PperucTpa GOMbHBIX MYKOBHC-
LIU/I030M.

Llesp Haulero Hcc/eNOBaHUS — CO3JaHHE HALMOHAJIb-
HOTO PEerHcTpa M aHa/M3 BBIXKHBAEMOCTH GOJBHBIX MYKO-
BHcLMA030M B Poccun.

K 2000 r. B Poccuu 610 co3nano Gonee 30 LeHTpoB
MYKOBHCLMI03a, reorpadusi KOTOPHIX NpeACTaBjeHa Ha
puc.l. Msl o6paTHIHCE K KOJlJIeraM, paGoTaloiM B 3THX
LEHTPaX, C INpoCcbOOH MNpPHHSITh aKTHBHOE YydyacTHE B
CO3JJaHHH HAlMOHAJ/ILHOTO peructpa. B oTBer Ha Hauy
npochOy OTKJIMHYJIHCH Bcero 6 HeHTPOB MYKOBHCIHAO03a:
LleHTp MyKOBHCLH03a B3poc/biX Ha 6ase HUU nysbmo-
Holornn M3 P®, Mocksa (mof pyKOBOACTBOM akaf.
PAMH A.l'Yyuaauna), Pecny6JIuKaHCKUH LEHTP MYKO-
BHCUMA03a, Mocksa (oa pykoBoacTBoM npod. H.A.Kan-
parosa), Cankr-IleTep6yprekuil LEHTP MYKOBHCLHM03a
(mox pykosoactBom npod. T.E.embuykod), Lentp myko-
BHCIH03a Ha 0a3e O0O6JIACTHOH MAETCKOH KJIMHHUECKOH



Puc.1.

leorpadms LEHTPOB MyKoBUCUMA03a B Poccuu.

Kpyxkamu 0603HaYEHb! LIEHTPbI MyKOBUCUMA03a, 33KPALIEHHbLIMU KDYXKAaMK — LEHTPbI
MYKOBMCUWAO3A, NPUHABLUNE YHACTHUE B UCCNEAOBAHUN,

GousaubL, OMck (noa pykosoactoM E.JI. Tumosoi), Lientp
TIOMOLLH IETSIM-HHBAJIMIaM ¢ MyKoBHcuuao3om “Tepnenue”
(0.A.Coxonosa) u nerckasi KauHWYecKasi GosbHuLa Ne |
(saB.otnenennem M.K.Ameposa) Slpocnasib (cM.puc.l).

Bce GosbHble GBUIM BKJIOYEHb B 6a3y AaHHBIX, Ha
OCHOBE KOTOpOH M (hopMHpOBAJICs HALMOHAJIbLHBIH pe-
riucTp. HekoToprle W3 MalMeHTOB COCTOSWIH Ha ydyeTe B
HECKOJIbKHX LIEHTPaX, B 3TOM CJly4ae OHH OBUIH BKJIOYe-
HBI OfIHOKpaTHO. KpoMe Toro, Gbliii HCKJIIOUeHb! GOJIbHEIE,
JIaHHBIE KOTOPBLIX HE MOIVIH ObITH IOJBEPTHYTHl aHAJIHU3Y
(He comep»kanu AaTy poXKAeHHs M /WM ATy ONHOKpAT-
HOro BH3HTa). JlHarHo3 MyKOBHMCLHI03a OblJ yCTaHOBJIEH
Ha OCHOBaHHH CEMEHHOro aHaMHe3a, KIWHHKO-DEHTreHo-
JIOTHYECKHX JaHHBIX, YPOBHS XJIOPHAOB moTa Beile 60
MMOJIb /1 ¥/ UM pe3ysibTaTaM FeHeTHYECKOro HCCJeso-
Banusi. Ha 1 siuBapst 2001 r. o6umit perucTp comepxal
nauubie 0 633 GOMBHBIX MYKOBHCUHA030M (292 60oMbHBIX
)KeHcKoro nosa u 341 My»ckoro nosa).

XapakTepucTHKa GOJNBHBIX B 3aBHCHMOCTH OT MoJia H
BO3pacTa npejicTasjeHa B Tabu.l.

CraTucTHUECKYI0 06paboTKy MHaHHBIX MPOBOAMJH C
TIOMOIIBIO aHAJIH3a BEDKHBAaeMOCTH. [Tpolo/KUTeIbBHOCTD
YKH3HH OOJIbHBIX MYKOBHCLMJ030M OLIEHHBAJH C IMOMO-
b0 MHOXHTeNbHOH oueHkH Kansana —Meliepa, Tak
HasbiBaeMo# KpuBoil BekuBaemocTH [1]. Kpusasi BbDKH-
BAaEMOCTH 3aJlaeT BEPOATHOCTb GOJILHOTO JIOXKHUTh JI0 Of-
pelleJIeHHOrO BO3pacTa. DTy BepOSITHOCTb 0003HAYaloT
TepMHHOM “BblXKHBaeMocTh”. [TocKosIbKY pacnpeneneHue
M0 MPOAO/DKHTEJNBHOCTH JXKH3HH SIBJISETCS aCHMMETpHY-
HBIM, B KauecTBe 00O0OIIEHHOro Nnokasaredisi, XapakTepH-
3YIOILEro BbI)KHBAaEMOCTb, MCMOJb30BalH MeaHaHy. Me-

JIiaHa BLDKUBAEMOCTH, HJIH MeJIMaHa OXKHAAaeMOH NPOLOJI-
JKUTEJPHOCTH JKH3HH, ONpejiesiieTcsi KaKk HaHuMEHbLIHH
BO3pacT, AJISl KOTOPOro BhDKHBaeMmocTb MeHbiue 50%.
BinsiHMe moJsia Ha BBIXKHBAEMOCTb NPH MYKOBHCLIH/03€
6b1J10 OLIEHEHO € MOMOIIBIO JIOTapH(MHYECKOTrO PaHIOBOro
kputepusi [1]. JloBepurenbubiii untepsan Gosee 95%
CUMTAJICSl CTAaTHCTHYECKH HOCTOBepHBIM. CTaTHCTHYECKast
06paboTKa pe3yJbTaTOB BBITOJHEHA C HCIOJb30BaHHEM
nporpammHuoro o6ecneuenus STATISTICA for Windows
gepcus 5,0 (StatSoft, Inc.).

Buinto BhisiBAeHO, 4To 182 GonbHbIX ObLIM cTapuue 15
JIeT, T.e. IOJIsl B3pOCJibIX coctaBuaa 28,75% (cm.taba.1).
Axanua BeDKHBaeMOCTH 633 GOJNBHBIX MYKOBHCLHI030M
nokasai, uyto K 2001 r. 107 GoumbHbix ymepiu (uro
coctaBuiio 17%) u 526 60JbHBIX GBUIM YXHBHl MJIH LEH-
3ypHpOBaHbl, T.e. GOJIbLHEIE, O KOTOPHIX MOXHO CKa3aTb,
YTO K ONpENeJeHHOMY BpEMEHH OHH OBbLJIM JKUBHI, OJIHAKO
JaJbHEHLINHA KOHTAKT C HUMH NOTepsiH. AHa/IU3 BbIXKHBae-
MOCTH T10Ka3aJl, YTO MelHaHa 0XKHAaeMOi TPOAOJKHTEJb-
HOCTH XH3HH cocTaBuia 25 et (puc.2).

[Ipu cpaBHEHHH BBIXKHBAE€MOCTH MYXXYHH H KEHIUHH
GBLTIO BBHISIBJIEHO Pa3jIHyHe MpPONOJIKHTEJBHOCTH XKH3HH.
W3 341 GoabHoro MyxKckoro nosa x Hadamay 2001 r.
ymepau 44 (13%) uenoseka, ocranbhbie 297 (87%)
GOJIbHBIX OBIIM JKHBBl MJM LeH3ypupoBaHe. M3 292
GOJILHBIX MKEHCKOTO IoJia aHAJIOTHYHbIE TOKAa3aTeNH CO-
cTaBHJH cooTBeTcTBeHHO 63 (22%) u 229 (78%). Me-
IHaHa OXHAAeMOH NPOAO/KHTEJNBHOCTH YKH3HH y MYX-
YHH cocTaBHsa 29 JieT, Toraa Kak y JKeHIIWH aHaJorHy-
HBIH MoKasaTesb cocTaBud 22 roaa (puc.3). BuisiBienHoe
passiiyie 6bIII0 CTaTHCTHYECKH focToBepHEIM (p=0,045).

[IpoBeileHHOE HaMH MYJIbTHLEHTPOBOE HCCJIENOBaHHE,
B KOTOPOM NpPHHSIH y4yacTHe LeHTpbl MockBbl, CaHKT-
[Terepbypra, OMcka u SIpociiasiisi, IpoAEMOHCTPHPOBAJIO,
yto K 2001 r. MesHaHa 0XHJ2EeMOIt TPOJOIKHTENbHOCTH
XH3HH coctaBasier 25 jer. Torma kak B Hayase 90-x
CpenHsIsl MPOJOJKHTENBHOCTD XKH3HH GOJNBHBIX MYKOBHC-
LMA030M paBHsIach 16 ropam, a 10015t B3pOCJBIX NaLMEHTOB
cocrasasiia 10% [2]. Tlo-Bupumomy, sto cesisaHo c
pa3BUTHEM CETH CleLHaJH3HPOBAHHEIX LIEHTPOB JIeUeHHS
MYKOBHCIH/103a, KOTOPblE 06eCeYHBaIOT CHCTEMaTHYeCKoe
HabJIofIeHHe 3a COCTOSIHHEM MalMeHTa H ONepaTHBHOE
pacrmpocTpaHeHHe HOBEHIIHX CXeM aKTHBHOTO KOMILJIEKC-
Horo JieyeHust 6osbHbIX [11,21]. [TepBrie crenuanusupo-
BaHHBIE MEJMLMHCKHE YYpEXIEHHsi ObIH OTKPHLITH B
Cankr-Tlerep6ypre 1 MockBe, Kyla o6palianich GoJbHbIE
npakTHyeckH co Bcero Corosa. Ha ceropusitiuuil neHs B
Poccun yxe orkpeiTo Gosee 20 crnenuasH3npoOBaHHBIX
LIEHTPOB MYKOBHCLMA03a. PecnyGiukanckue (Mocksa,
Cankr-Tletep6ypr, Tyna, Bnagusoctok, CraBponoss, Kpac-

Pacnpepnenenue obcnenyemsix no nony M Bo3pacrty

Ta6bnuuya 1

Boapacr, roas! >5 5—10 10—15 15—20 20—25 25—30 > 30
Mon M X M I x M x* M x M x M x ™M x
Yucno 6onbHbIX 59 60 101 79 88 64 52 49 30 25 5 6 10
Bcero 119 180 152 101 55 10 16

N -
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Puc.2. Kpueas BbixusaeMocTu GONbHbLIX MyKOBUCUMA030M. KaxXaoii cTyneHske
COOTBETCTBYET MOMEHT CMEPTU OHOIO MU HECKONbKUX BONbHBIX.

Homap, Bapnays, MpKyTCK) M peruoHasibHble ILEHTpHI
(MockBa, Cankt-Iletep6ypr, ApxaHresasck, BopoHex,
Kamuuunrpan, Huxxnnit Hosropon, HoBocu6upek, OMck,
Kasaub, Capartos, Exarepun6ypr, Camapa, Tomck, poc-
JIaBJIb M [Ip.) MPAIOT BaXKHYIO POJIb B YJIy4IIEHHH JHar-
HOCTHKH, JIEYEeHHH, peabUJIHTAllHH U MEHKO-COLHAIbHOM
nomory [3].

[Tony4yeHHble HAMH pe3yJbTaThl HE MOTYT OBITh 3KCT-
panoJIMpoBaHbl Ha BCIO CTPAHY, MOCKOJIBKY MHOTHE LIEHTPHI
He MDHHSJIM yYyacTHsl B 3TOM HccienoBaHuH. CyliecTy-
IOLIME pa3jiMuKsl B JIEKAPCTBEHHOM obecre4YeHHH G6OoJb-
HBIX B DAa3JIMYHBIX PErHoHaX CTpaHbl OOYCJIOBJIHBAIOT
pasjiiyHe B pPEeTHOHAJbHOH BBIXKHBA€MOCTH OOJILHBIX MYy-
KoBHcuHLo3oM. Ha 5-m HauuonanbHoM KoHrpecce mo
myxoBHcuuno3y B Hosiope 2000 r. B Cankr-IletepGypre
ObLJI0 YCTHOE COOOLIEHHE, YTO MEIHaHa IIPOJIOJIXKUTENBHOCTH
XKH3HU OOJIbHBIX MYKOBHCLHJ030M B ExaTepunGypre He
npeBbiaet 16 ser. [ToaTomy nosyyeHHble HAMH JIaHHEIE,
BEPOSITHO, SIBJSIOTCS 3aBBILIEHHBIMH, TaK Kak B Mockse
u Canxr-IleTepOypre LeHTPbl OTKPBIJIMCH MEPBEIMH, YTO
T03BOJIHJIO 3HAYUTEJbHO paHblle HalafuTh a/leKBaTHYIO
Jieue6GHYIO MOMOLIb 3THM OOJILHBIM, KDOME TOTO M JieKap-
CTBEHHOe ofecrnevyeHHe TaM 3HAYHTENbHO Jyylle, YeM B
JPYTHX perHoHax.

[To HawK¥M JaHHBIM, J0JIsI B3POCJIBIX GoMbHBEIX (cTapiie
15 siet) coctaBasier Ha ceromHswHuE feHb 28 %, Toraa
Kak B Hauaje 90-X rofoB oHa Gbiia He Gosnee 10%.
Pactyuwuii yieabHbBIH BeC B3POCHBIX GOJNBHBIX BO MHOTOM
CBSI3aH C LEHTPaJH30BaHHBIM MEAHLHHCKHM OOCJYKHBa-
HHeM U 6oJiee KOMIJIEKCHBIM TOAXOJAOM B JieUeHHH. TeH-
JEHLIUS K YBEJIHUEHHIO BLXKUBAEMOCTH U CABHT BO3PACTHOTO
pacnpefeieHHsi 60JbHBIX MyKOBHCLHIO30M 32 MOCJEAHHE
20 et Taxxe oTMeYaeTcsi B cTpaHax 3anaaHod EBpomnbl
u CeepHnoit Amepuku [9,15,16]. Ecau B 1938 r. 70%
3a60JIeBIIMX YMHpAJH B TeYEHHE NMEPBOTO Tojia XKH3HH,
To B 1996 r. MmeauaHa OXHAAeMOH MPOAOJKHTENBHOCTh
XKM3HH gocTHraa 29 Jiet, NpH 3TOM JOJSi B3POCJBIX
nanuenTos coctasiasia okoso 40%. Bonee nompoGHas
xapakrtepHcTHKa (1aHHble EBponefickoil KoH(pepeHIHH Mo
mykoBucuunosy 1997 r., Hasoc, IllBeiiuapus) stux mo-
KasaTeJiel npeacTaBlieHa B Tabs.2. Bosee Toro, nenaercs
TNPEANOJNOKEHHE, YTO I€TH C MYKOBHCLHI0O30M, POXKIEH-
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Puc.3. Kpusas sbixusaemocTy 60nbHbLIX MyKOBUCUMAO3OM.

1 — MYXHMHBI, 2 — XEHUWMHBI,

Hole B 1990 r. B BenukoGpuTaHMH, HUMEIOT OTJIMYHBIM
aHc noXuTthb o 40 jer [145). DTO NpUBEMET K TOMY, UTO
Bce 60oJblIe 60bHBIX MYKOBHCIHA030M IOCTHTHYT COBEP-
ILIEHHOMIETHSI, IEPEXOAST OT NMEAHATPOB MOJ HabMOeHHE
Bpauel “B3poc/ion” KIMHHKH. [ToaTOMYy Heo6XomuMO Ka-
YeCTBEHHOE yJlydllleHHe MeIULIHHCKOro 06C/yKHBAHHUS U
TICHXOJIOTHYECKOH alanTal{H B3POCJBIX GOJBHBIX MYKO-
BHCLHI030M [2,4].

Bonee HH3KHe UHPB NPOAOIIKHTENLHOCTH JKH3HH H
JIOJIA B3POCHBIX OOJBHBIX MYKOBHCIHAO30M B Poccuu
MOXXHO OOBSICHHTb TEM, UTO ClELHaNH3HPOBAHHEIE LIEHTPHI
6bl1H co3fansl Juilb B 90-X roax, Toraa Kak B 3anagHou
EBpore aHaJIOTHYHBIE MPOLECCH MOJYYHJH Pa3BUTHE B
70—80-x rozmax [12]. Henbssi cpaBHHBATH U JleKapcTBeH-
Hoe ofecriedeHHe 3THX 6OJbHBIX. B HEKOTOPBIX pernoHax
Poccuu OTCYTCTBYIOT KH3HEHHO BaXKHble MeJMKAMEHTBI
¥ /WM UX CTOMMOCTb BHICOKA, YTO 3aTPYHHSIET M3 Jeye-
Hue. Kpome Toro, ai1st 60bHBIX ¢ TEPMHHAJLHOM CTanuen
TeYeHHs 3a60JIeBaHHUs €JMHCTBEHHBIM LLIAHCOM MpPOMJIHTh
JKH3Hb SIBJISIETCS TPAHCIVIAHTALMS JIEFKHX HJIH KOMILIEKca
nerkue — cepaue [20]. Paspa6orarsl ueTKHe KpUTepHH
AJIsl JIETOYHOH TPAHCIVIAHTALUKK: BEPOSITHOCTb CMEPTH B

Tabnuuya 2

BbnkuBaemocTb 60sbHbIX MYKOBUCLUO030M

Crpese Bl veeosimsenl b o
Hupepnaxab! 954 27. 42
Fepmanus 2447 HU 38
LWseuus 408 >25 >43
Uranna 3046 >25 40
Hanus 330 >40 47
Benukobputanus 5200* 29 41
Poccus >633 25 28

MpumeyaHue HA — HenssecTHO, — pacyeTHoe YMcno
60NbHbIX.

B



TeyeHHe ABYX JieT npesbimiaeT 50%, HU3KHe MOKa3aTeNH
KauyecTBa XXHM3HH M OTCYTCTBHE NMPOTHBONOKA3aHWUMH IS
NpPOBENEeHHs] TPAHCIJIAHTAlHU. B OIHOH TONBKO KJIHHHKE
Great Ormond Street Children’s Hospital B TeyeHnue
1998 r. 6bl1a npou3BejieHa TpaHCIIaHTauus 46 getam ¢
mykoBHcumaosom [6]. A BooGiue B Mupe, HaunHas ¢ 1997 r.,
ObIJIH TIPOBEJIEHB! OMepally MO TPAHCIVIAHTALHH JIETKHX
HaH Jierkue — cepaue 6osee yem 500 petsam (GoabIIHH-
CTBO AeTell ObUIM GOJIbHBIE MYKOBHCLHHO30M). TpaHc-
MJIaHTAUMs I[03BOJIHJIA TNPOMJHTh >XH3Hb M MOBBICHTb
KauecTBO JKM3HH TSDKesblX GosbHuIX. B Poccuu o cux
1op He GbIJIO MPOBEJIEHO HH OJHOH ONepaluH, HO TO, YTO
3TO HEOOXOAUMO, — HECOMHEHHO.

BuIIO BEISIBJIEHO CTAaTHCTHYECKH JIOCTOBEPHOE pasiinyKe
TNPONO/IKUTEIBHOCTH XKH3HH Y MYXXUHH H XKeHIMH. CpefHss
NPONOJIKHTEJLHOCTh JKH3HH Yy MYXYHH cocTaBHia 29
JIeT, TOTAA KaK y JKEHIIWH aHaJIOTHYHbIH MoKa3aTeJtlb
paBeH 22 ronam. Pasnnuusi BEBDKHBAEMOCTH B 3aBUCHMOCTH
OT 1noJia GBIIH MOJYYEHB! H B Psiie APYTHX HCCIeOBAHHIA,
nposesieHHEIX B EBpone m Amepuke. BosbliMHCTBO He-
cjefoBaTtesied MOATBEPXKAAIOT, YTO IJIS MKEHIIHMH PHCK
CMepTH Bhille, ueM st MyxxuuH [7,17,19]. IIponomku-
TEJBHOCTb JKH3HH JUIS XXEHUIMH Ha 3-5 JleT HHXKe, yeM
nast myxund [10,18]. Takoe pasmmume BBDKMBAaEMOCTH
CBSI3bIBAIOT C GoJiee BhIPAXKEHHBLIMH HapyLIEHHSIMH HYT-

uTHBHOrO cratyca [8,17], Gonee noamuel AHarHOCTHKOI

15], BeiceBaHHEM CHHErHOHWHON Ma/lOYKH y JeBOYEK B
Gosiee panHeM BoapacTe [13] u co cHuXeHHeM XKHu3Heco-
COGHOCTH XEHILUHH 110 CPABHEHHIO C aHAJIOTHYHLIM MOKa-
3artesieM y MyxuuH [4,5].

Menuana oxuaeMoH NPOLO/KHTENBHOCTH XKU3HH 6OJIb-
HBIX MYKOBHCIHI030M B Poccuu coctaBasieT 25 Jiet, npu
9TOM JI0JIs1 B3POCJIBLIX NalHeHToB cocTasiser 28 %. Haum
JlaHHBIE MTOJATBEPXKAAIOT OOLLYI0 TEHAEHLUHIO — MYKOBHC-
LIMJ103 CTAHOBUTCS aKTYyaJIbHOH NMpo6JIeMOH COBpeMEeHHOMH
Iy/IbMOHOJIOTHH, NepecTaBast 6bITh Cyry60 neaHaTpH4ecKo
npobJemMoH.

ABTOPEI BBIPAXAIOT I71yGOKYIO NPH3HATEILHOCTD H'aumm KoJuteraM, JitoGe3Ho npejo-
CTaBMBLLUMM CBOJ MaTepHall JUIsl HanMcaHua naHHoi crateu: A. K. Ameposoii (Sipoc-
nann), npod. 7. E. fembuyroii (Caukr-IlerepGypr), npod. H.H. Kanpanosy (Moc-
kBa), H.10.Kawupckoii (Mocksa), JI.A. Kponunoii (Mocksa), E.JI. Tumosoii (OMck),
B.A.Camoiineno (Mocksa), 0.4.Coxoaoeoii (OMCK). ABTOPB! CTaTh MPOCAT NpH-
HATH aKTHBHOE y4YacTHE KOJUICT M3 JIPYrHX perHOHOB B CO3JIJaHHH MOJIHOIO HAllMO-
HaIBLHOTO perneTpa GonbHBIX MyKoBHcUMA030M B Poccuu. Mo Mepe nonyuenus
HOBOI HHpOpMaLMK faHHBIe perucTpa GyayT npeacrarieHsl B MHTepHere Ha crpaHiy -

K€ PYCCKOSA3BIMHOTO 06LIECTBA Bpauei-1TyIbMOHONOTOB (www.mosmed.ru/pulmo) w Ha
HAUHOHANBLHEIX KOHIpeccax.
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OEHOTUIINYECKUE 1 UMM YHOJIOTUYECKUE OCOBEHHOCTH
OBJIMTATHBIX TETEPO3UTOTHBIX HOCUTEJIEN T'EHA
MYKOBUCIIUIO3A

HUWU nyasmononoruu CIT6 TMY um. akan. W.I1.TTasnosa, HUM axenepuMeHTaIBHOM MCAMIIMHDL
PAMH, Caukr-IletepGypr

T.E.Guembitskaya, M.A.Petrova, E.A.Kuprina, O.V.Voronina

PHENOTYPICAL AND IMMUNOLOGICAL FEATURES IN OBLIGATE HETEROZIGOTES OF CYSTIC FIBROSIS
(CF) GENE

Summary

The frequency of appearance and structure of internal diseases were estimated as well as their genetic
premises in 83 parents of patients with CF. These results were compared in 68 parents of patients suffering from
lung diseases without genetic determination. This study showed that the character features of parents of CF patients
who were obligate heterozygotes of CF gene is high frequency of respiratory (25%) and digestive (42%) diseases.
The predisposition to lung diseases was higher in mothers of CF patients with AF508 mutation of CFTR gene.
Haplotype HLA A1B40 was regarded as risk factor to forming lung diseases.

Pes3iome

M3yuyeHbl 4acToTa BCTPEYAEMOCTM M CTPYKTypa 3abonesaHuil BHYTPEHHWX OPraHoB, a Takxe UX reHeTnyeckne
npeanocuinku y 83 poauteneit aeteit, 6onbHbIX Mykosucumaosom (MB), B conoctaenenuu ¢ 68 poautensimm
neTeil, GOMbHBIX XPOHUYECKMMU Hecneumduyeckumy 3abonesaHunsamu nerkux 6e3 OTHETAUBOW reHeTUHecKoin
netepmuHaumn. MokasaHo, 4To ansi poautenei 6onbHbix MB — reTeposuroTHbIX HOCUTENEH NaToNornieckoro
reHa — xapakTepHa BbICOKas 4acToTa BCTPEYaemMocTu 3aboneBaHuint AwixatensHoin (25%)M nuiesapuTensbHon
(42%) cucTeMm. MoABEPXEHHOCTb PECNUPATOPHOI NATONOrUM Bbiwe y MaTepeit GoNbHbIX AETEeH Npu Hanu4ium
myTauum AF508. Mannotvun HLA A1B40 Takke pacueHeH kak Gpaktop pucka popmvuposaHms 3aboneBaHuii opraHos

AbIXaHusa.

Myxkosucuunos (MB), Hiu KircTO3HBIH pHOPO3 MOKe-
JIYJIOYHOM JKeJie3bl, OTHOCAIT K HauboJiee pacrnpocTpaHeH-
HBIM F€HETHYECKH IeTePMHHHPOBAaHHBIM 3a60JIeBaHUSM C
ayTOCOMHO-PELIeCCHBHBIM THIIOM HacJe/IoBaHHsl, XapaKTe-
PH3YIOLIMMCS TIOpaXKEHHEM 9K30KPHHHBIX CJIH3e06pasyio-
mux »xeses. Yacrora 3aboneBaeMoctH MB B pasHbix
NONyJSILMSX CYIIECTBEHHO BapbHPYeT, cocTasss B Poccuu
or 1:4 860 o 1:12 300 xwusbix poauBmmxcsi [4]. ITo
ouenke BO3, B mupe exeroHo poxaaercs 45—50 Toic.
6oabHbIX MB, a YHCJ/IO reTepO3HroTHLIX HOCHTEJIeH reHa
HACYUTBIBAET MHOTHE NECSITKH MHIIIMOHOB.

[To maHHBIM CKPHHHHTA, NMPOBENEHHOro B CEBepo-3a-
najHoM perdone Poccnu, Kaxuapli 62-# xutesb sBJSETCS
HOCHTeJeM MakopHoii mytauuu AF508 [7]. Murepec
npo6JeMe reteposuroTHsix Hocureneil (F3H) rena MB
nosiBuica yxe B 60—70-x ropax, korja crana sicHa
reHHass npupoga MB u He craBHJICS MOA COMHEHHe
ayTOCOMHO-PELIeCCHBHbI THI HacJe[oBaHHsl. DTO Mpei-
noJjiaraeT, 4TO POAMTENH NMPOBAHMIOB, SBJSASCH OOJHMrar-
HBIMH HOcHTensiMH reHa MB B reTepo3WroTHOM COCTOSIHHH,
COMNIacHO 3aKoHaM MeHjiens, IO/KHbI ObITh (PeHOTHITHYECKH

3nopoBbl. OfHAKO GbJIO 3aMeYeHO, YTO TeTepo3HTroTHOE
HOCHTeNbCeTBO reHa MB HaksajbiBaeT onpejejeHHbIH
oTrneyaTok Ha (heHOTHNHYecKHe OCOOEHHOCTH WHIWBH-
nyyma [9]. HccienoBauusi, nporefieHHble OTEYECTBEH-
HBIMH M 3apyGeXXHBIMH aBTOPaMH B TOT [EPHOJ, He JaH
OJIHO3HAYHbIX PE3YJIbTATOB M OCTABHJIH BOINPOC OTKPBITBIM.
[Tpu6nu3uTeNLHO B TO K€ BpeMs MOSBHJHCH PabOTHI,
noKa3sasllKe, YTO OCOGEHHOCTH pearnpoBaHHs OpraHu3Ma
Ha BHELIHHWE areHTbl M CKJIOHHOCTb K BO3HHKHOBEHHIO
6osie3HeH BO MHOTOM CBSI3aHBl CO CTPYKTYPHBIMH Xapak-
TEPHCTHKAMH JIEHKOLHTAPHBIX aHTHI€HOB. DTH HCCJe/0-
BaHHS KacaJlMCh B OCHOBHOM GoJie3Hel ¢ HacJIeICTBeHHOM
MpeApacnoNOXeHHOCTbIO, M JIHIIb OTAEJNbHBIE aBTOPbI
paccMaTpHBaJH JAHHBIH BOMPOC NPH COOCTBEHHO reHeTHYec-
Koit nartosoruu [10,12]. MuTepec k mnpobieme BIHSAHHSA
Ha ¢enorun I'3H rena MB Ha HOBOH OCHOBE BHOBb
BO3HMK mocjie oTKpuiTHsi B 1989 r. rena MB, korzaa
CKPHHHHTOBbIE HCCJI€I0BaHHS MOATBEPAH/IH ero LIHPOKoe
paciipocTpaHenue B nonyasuui. OaHaKo H B HacToslliee
BpeMsl BOMPOC fajieK OT pelleHHsl, MO3TOMY YTOUHEHHE
BJIMSIHHSI MyTaHTHOTO F'eHa B reTepO3HTOTHOM COCTOSIHHH Ha
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TNpeApacnoJoXXeHHOCTh €ro HOCHTelNeH K onpeaeseHHBIM
3a60/IeBaHUSIM M H3yueHHe BKJajja B ee peajii3alHio
HEKOTOPbIX APYrHX (haKTOpOB, B YAaCTHOCTH HMMYHOTEHETH-
YeCKHX XapaKTepHCTHK HHIAMBHAYYMa, HMeeT GOJbLIOE TTpaK-
THYECKOE 3HaYeHHE.

Mcxonst M3 M3/I0XKEHHOrO BHILIE, IL€Jb HACTOSILETO
HCCJIEJIOBAHHS COCTOSNIA B H3YYEHHH YaCTOTHl H CTPYKTYpPh
3a00JieBaHHH BHYTPEHHHX OPraHoB KaK (heHOTHIMHUECKHX
nposisneHuit ['3H rena MB, B yacTHOCTH MaXXOpHOM
myTauun AFS08, 1 ocob6eHHOCTEN pacnpenesieHHst aHTHTEHOB
cucreMsl HLA y ponureneii netei, 6oabHbIX MB.

Brisio obcnenoBano 83 yenoBeka — poAMTENH aeTel,
GoubHeIX MB, 37 otLoB 1 46 Marepeii (ocHOBHast rpynna) u
68 pomuteneit 6ompHbIXx XH3JI Ge3 oTYeTIHBOM reHEeTH-
yecKol JAeTepMHHaUMH (THIOMJIA3HS JIETKHX, XpOHHYeC-
K1 GPOHXHT, GPOHXOIKTaTHYeCKasi 6oJe3Hb) — 24 oTua
u 44 matepu (KoHTposbHasi rpynna). CpeaHuit BospacT
pomuTeNnel B OCHOBHOH rpymme coctaBua 41,2+10,2 ropa, B
KOHTposbHOH — 42,8+7,7 rona. Bce o6cienoBanHbe
OTHOCHJIUCh K €BPONEeHCKOH STHHYECKOH MOMYJISILIH, HMEJH
GJIM3KHH >KU3HEHHBIH YPOBEHb H COLMAJbHBI CTaTyC.
Jluua, umeBLKe npodeccHOHaNbHBIE BPEAHOCTH, U3 HCce-
NOBaHHSA OBLIM HCKJIOYeHBl. TIPOLEHT KypsIuX MY»XYHH
B obeux rpynmnax Oblil NMpHOMM3HTENbHO ofMHaKoB (14 u
15% cOOTBETCTBEHHO), KYpPSIMX CPEH JKEHIUHH He
ObL10.

YpoBeHb XJIOPHJIOB B MTOTOBOH KHAKOCTH y BCEX 06CIEN0-
BaHHBIX He npessiai HopMel (1o 60 mMmodb /).

CocTosiHHe 310pOBbSI OOCJEJIOBAaHHBIX H3yuyajoch 10
CrelHalbHO pa3paboTaHHOH MNporpaMMe, BKJIIOYABLICH
TPalMLHOHHBIE METOABl ONpoca, (PH3HKaJNbHOrO HCCJIe-
NIOBaHHS M KJIHHHKO-1a60paTOPHOro MHHHMyMa (KIMHH-
YeCKHH aHaJM3 KPOBH, MOUH, (uiiooporpaduueckoe Hccle-
JIOBaHKE), a [PH MOKA3aHHUSAX — H CMelHaIbHbBIe METOMH,
HalnpaBJIeHHbIE Ha BBISIBJIEHHE ONpeJeIeHHON MaTOJNOrHH
(uccarenoBanye GyHKUMI BHEIIHETO IbIXaHHS, YIIyGIeHHOe
peHTreHoJlorHyeckoe, 6poHXoJIorHyeckoe obciie0BaHue,
KT, ¥3U cepaua u opraHoB 6piouHoi nosoct, AC
U JpyTrHe).

Y 70 pomuTesieli OCHOBHOH Tpynmbl Gbljia MpOBeleHa
npsamMasi AeTeKUHs MYTaHTHOrO reHa MEeTONOM IOJHMe-
pasHoH uenHoW peakuuu cuHtesa IIHK, a y 43 u3 Hux
(11 oruoB u 32 marepeit) — onpejie/ieHHe aHTHIEHOB
cucteMbl HLA B MHKPONMM(OLUHTOTOKCHYECKOM TecTe
[16]. B kauecTBe KOHTPOJBHOM TPYNNb A8 MOCTEAHHX
BBICTYMAJIH 37l0POBbIe IOHOPHI, 06ciejoBaHHbIe B CaHKT-
[Terep6yprckom HWUU remarosioruu u tpaucgysuomnoruu [8).

Bce nonyyenHble naHHble 06paboTaHbl MaTeMaTHYECKH
C HCIO/Ib30BAHHEM METOIOB BApHALMOHHOH CTATHCTHKH
W CreuHaibHBIX peKoMeHaauuii [5].

B pesyabrate mpoBefieHHBIX HCCJIENOBaHHE B 06eHX
rpynnax poAuTesNeH ¢ AOCTATOYHO BEICOKOH YacTOTOH
OblIM BHISIBJIEHB! Pa3/iHYHbIe 3a60/IeBaHUS BHYTPEHHHX
OpraHoB, KOTOpble ISl aJIbHEHIero aHaitu3a GbUIH Crpym-
nupoBaHbl B 4 kaacca: 1) 3a6osieBaHHs JBIXaTeJbHOM
cHcTeMbl (XpOHHYECKHH GPOHXHT, GPOHXHAMbHAS aCTMa,
GpoHX03KTaTHUYeCcKast GoJie3Hb); 2) 3a60/ieBaHUs OPTraHOB
nuieBapenus (s3BeHHast 60/1€3Hb, XPOHUYECKAs NaTOJOrHS
TNeYeHH, MOJLKeyIOYHON XKeJle3bl U KHIIeYHHKa; 3) 3a60-
JIeBaHUS CePIeYHO-COCYAUCTON cHcTeMbl (rHNepToHHYeC-

Tabnuuya 1

Yacrora BcTpeyaemocTu 3a6onesaHuii BHYTPEHHUX
OpraHoB y pogurenii — Hocutenei myrauuu AF508,
MyTauuii U UL, KOHTPOJIBHOM rpynnbl

AF508 / Normal Other/Normal KowntponsHan
Knacc saGonesanuit (n=31) (n=39) rpynna (n=68)
a6e. % abe. % abe. I %
PecnupatopHble 10 32’ 8 20+ 6 9"+
MuwesapuTenbHON 18 42" 16 41° 5 7 i
CUCTEMBI
CepaeyHo- 5 16 5 13 13 19
CcocyaucTom
CUCTEMBbI

. Npumeuanue. —p=0,0003, * —p=0,02"" — p=0,0001,
— p=0,0001.

Kasi W WilleMH4eckasi GonesHb); 4) npoure. K nocnenneit
rpynre GbLIH OTHECeHbl BCE OCTaNbHBIE XPOHHUECKHE 3a60-
JIEBaHUSI BHYTPEHHHX OPraHOB, KOTOpHIE B pa3paGoTKy He
BOLILJIH.

Ananu3 pe3ysbTaToB 06C/I€[I0BaHHST POAUTENEH OCHOBHOI
H KOHTPOJNBHOH TpYMNN MO3BOJHJ YCTaHOBHTb, 4TO B
OCHOBHOH rpymnne NOMHHHPYIOLIEH SIBJISIIACH ITATOJIOTHS
MHILEBapHTEJIbHOH H JIbIXaTeJbHOH CHCTEM, OTMEUEHHast y
2/3 obcaenioBanHbix. Tak, NaTOMOTHS! MHIEBAPHTENBHOIO
TpaKTa BhIsiBeHa y 42% poauTeseil OCHOBHON M JIHIIb
y 7% xourpoabHoit rpymne (p<0,0001), masi 3a6ose-
BaHHMH OpraHoOB JIbIXaHHS 3TH WKLl cocTaBuau 25 1 9%

Tabnuuya 2

YacroTta BCcTpeuyaemocTu 3a6oneBaHuii BHYTPEHHUX
OopraHoB y pogurteneii (OTLUOB U mMaTepei) — HocuTenen
myTauuu AFS08 u apyrux myraumin

leHotun Fexotun
AF508 / Normal Other/Normal
Knacc 3aGonesanuit, non (M=15, X=16) (M=12, X=27)
n [ % n %
PecnupatopHble 3abone-
BaHusA:
MY>K4UHbI 3 20 4 33
KEHLLMHBI 7 43* 4 14*
3abonesaHus
nULLEBaPUTENLHOMN
CUCTEMDI:
MY>KHUHbI 6 40 5 41
KEeHLUMHbI v 43 1 40
deHoTUnNUyeckn
300pOoBbIE:
MY>XX4UHbI 3 20 4 33
KEHLLMHbI g 1 6+ 8 30+

NMpumeuvaHue. — p=0,004, * — p=0,02.
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Tabnuuya 3

YacToTa pacnpeneneHus (B npoueHTax) HeKoTopbix HLA-aHTUreHOB Y POACTBEHHUKOB 60sNbHBIX MYKOBUCLVA030M

Yacrora BCcTpeyaemMocTv

JlocTOBEPHOCTL Pas3nuyuii
OTHOCUTENBHBIA PUCK

AnTUredst cucremsl HLA pon:;gn(::, Szg;,uux Shiopowe (wB4E) 2 P B (RR)
A9 11,6 27,5 4,46 <0,05 0,35
A10 53,5 19,6 26,0 <0,0001 <0,0001 4,8
B21 11,6 3,6 5,08 <0,025 3,6
B35 25,6 12,3 5,28 <0,025 2,5
B40 23,3 12,07 3,68 >0,05 2,2

n=384
Cw2 46,5 8,3 43,24 <0,0001 <0,0001 9,6
Cw3 32,6 12,23 10,46 <0,0025 <0,05 35
Cw4 58,1 18,75 29,91 <0,0001 <0,0001 6,0
n=412
DR4 2,3 19,9 9,63 <0,0025 0,09

coorBerctBeHHo (p=0,02). B To e Bpems NMopaxkeHHs
CepAIeYHO-COCYACTONH CHCTEMBl OTMEUEHB! NPaKTHYECKH
C OJIMHAKOBOH YacTOTOH y MpeAcTaBHTeNel 06eHX Irpymnn
(16 u 19%).

[IpoBeieHre AETEKUMH MYTAHTHOrO reHa MOKasallo,
uto 44% pomuTesell OCHOBHOH rpynmbl sBasauch '3H
Ma)kopHO# myTauuu rena MB AF508.

[Ipy mpoBe/ileHHH CPaBHHTEJIbHONO aHajH3a YacTOThI
BCTPEYAeMOCTH 3a60JIeBaHHH BHYTPEHHHX OPraHOB y POAH-
tenel ¢ renotunom AF508 / Normal 1 KOHTPOJIBHOM IpyIIIEl
BHISIBJIEHO, uTO 32% pomuTeNell — HOcHTeNeH JNaHHOH
MyTallkMH CTpafiaid OOJIe3HSAMH OpraHOB [bIXaHHSl, B TO
BpeMs KaK B KOHTpOJIbHo# rpynne — 9% (p=0,0003) —
taba.1. TTaToNOrHs XKeNyJOYHO-KHIIIEYHOro TPaKTa BhISIB-
neHa y nepsbix B 42% npotus 7% y BTOpbX. BaH3KuMH
GBIIM Pe3YJIbTAThl, MOJMYYEHHBIE TIPH COMOCTaBJIEHHH Yac-
TOTHI TATOJIOTHH ABIXATEJIBHOH U MHILEBAPHTEIbHOH CHCTEM
y HocHTedelt Apyrux myTauuit (renorun Other/Normal)
W JIHL KOHTPOJILHOI TpYTIHI.

B To e Bpemsi CpaBHEHHE YaCTOTHl BCTPEYaEMOCTH
naToNorky y HocuTtesel mytauuk AFS08 u apyrux myTaumi
¢ yyeToMm mojia OGCJIElOBaHHBIX MOKa3alo OTCYTCTBHE
CYLIECTBEHHBIX Pa3JIHYHi B rpynne OTLOB U OTYETJIMBOE
npeobiafaHue 4YacTOTHl PECNHPATOPHOM MATOJIOTHH Y
Marepeii ¢ renotunom AF508 / Normal (ta6:1.2). MuTepecen
u ToT (akT, uTo M3 16 MaTepelt — HocHTeNeH 3ToH
MyTalMH ToJbKO ofHa (6%) okasanach (heHOTHMHUECKH
3[I0pPOBOM, B TO BpPeMsl KaK CPeid XKeHIIHH ¢ TeHOTHIIOM
Other/ Normal Taxossix 6uu10 8 (30%; p=0,02). Uncao
(heHOTHNHUECKH 3/0POBBIX OTLIOB GBLJIO BhILIE, YEM MATEPEH,
HEe3aBUCHMO OT THNa MyTauuit — 20% B mepBoii rpymme
1 33% Bo BTOpOH.

Anamus HLA-anturennbix xapakrepuctuk y I'3H rena
MB oGHapy»XHJl OTKJOHEHHsI OT HOPMaJIbHOrO pacmpeje-
JIeHus], TipeicTaBJeHHble B Tabn.3. OTMeueHo yBelHYeHHe
yacTOTHl BeTpeuaeMocTH anturenos A10, B21, B35, B40,
Cw2, Cw3, Cw4 u cuuxenne A9 u DR4.

[ToBbilleHHe YaCTOThl OGHAPYXKEHHS lepeyHCIeHHBIX
BBIILIE AHTHT€HOB HALUJIO OTPaXKEHHE B yBeJIMUEHHH BCTPeya-

eMocti _ coderannii A3,10 (x*=23,1; é)mpp<0,0001); AlO
B18 (x*=9,5; p<0,0025); A2 B35 (x°=10,0; p<0,0025);
A10 B40 (x*=45,7; pxopp <0,0001).

W3 43 ponurenelt, TeCTHPOBAHHBIX Ha HAJIHUKE MaXKOp-
Ho#t myrauumu AF508, y 17 ona Obuia oOHapyXeHa B
PeTePO3UrOTHOM COCTOSIHHH. ¥ OCTaJIbHBIX 0OC/IeI0BaHHBIX
FeHOTHI HAEHTHU(HLKPOBATD He yaasoch. [IpH cpaBHEHHH
rpynn popuTenei, umeiomux resotun AF508 / Normal u
Unknown/Normal, y mnepBbX OTMEYEHO YBeJIHYEHHEe
YacTOTH BCTpeyaeMocTH aHTHrexos B40 (41,2% mporus
11,5%; p<0,05) u Cw2 (64,7% npotus 34,6 %; p<0,05).
Kpome TOro, mpH aHaJOrHYHOM [OJXOAE BHISIBIEHO Ha-
konsienue ramotuna Al B40 (p<0,05) u denoruna B7,18
(p<0,05). Conocrasienne HLA-aHTHIeHHBIX XapaKTepPHCTHK
B rpynnax GOJLHBIX H NPaKTHYECKH 3[0POBBIX POACTBEH-
HHKOB HE BHISIBUJIO CYIIECTREHHBIX Pa3JIHYHH.

HuTtepec k npobaeme I'3H myraHTHOro reHa Bospacraer
10 Mepe H3y4eHHs! (PEHOTHITHUECKHX MPOSIBIEHHH “MArKHX
myrauuit”. HMcxons u3 rtoro, uto MB sBasieTCsi MOHO-
reHHBIM 3a60JIeBaHHEM C ay TOCOMHO-PELIeCCHBHBIM THIIOM
HacJIeIOBaHHsI, MYTAHTHBIH reH (PEHOTUMHYECKH MpPOsIB-
aaTecs He MoxeT W ero ['3H Ao/mKHBI ObITb 3/0POBBHL.
OnHako B JMTepaType B TMOCJEAHHE TOAbl MOSIBHJINCH
paGoTHl, B KOTOPbIX aHAJIM3HPOBaJlach BO3MOXKHOCTDb CBSI3H
I'3H rena MB ¢ XH3JI, B 4aCTHOCTH C MHOXX€CTBEHHBIMH
6pPOHXO3KTa3aMH M XPOHHUSCKHM OPOHXHTOM, CONpO-
BOXK/IABIIMMCS TICEBIOMOHabHOM HHpekuueit [11].

Pa6orasi ¢ cembsMH OosibHbBIX MB, Mbl 00paTHIIH
BHHMaHHMe, 4TO CPelld HMX POACTBEHHHKOB HOCTAaTOYHO
4acTO BCTpeyaHch GOJbHbIE ¢ 3a00/IeBAHHAMH JIbIXATebHOH
¥ TMHIEBAPUTEJbHON CHCTEM, SIBJSIIOMMXCS “MHILIEHAMH”
nericTBus reHa MB, 4To W 3acTaBHJIO HCCJIEIOBATb 3TOT
takT Gosee ray6oko. BxiioueHue B aHasiM3 NaTOJOTHH
CEep/IeYHO-COCYIUCTOH CHCTEMB! OOYCJ/IOBJIEHO YKa3aHHUsIMH
HEKOTOPHIX aBTOPOB Ha TopMoasilee BausiHue I'3H rena
MB Ha pasBuTHe 3a60JIeBaHHH CepAeYHO-COCYMAHCTOH
cucrems [2].

Knnnnyeckoe obcesiejoBaHue poauTee nete, G0JbHbIX
MB u XH3JI, u nocjepyiomuni cpaBHUTEIbHBIA aHAIH3
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YacTOThl BBISIBJIEHHOH 1aTOJIOTHH OOHApYXHJ y MepBbIX
110 CPaBHEHHIO CO BTOPBIMH MNpeoGJiafiaHHe MaTOJOrHH
THLIEBAPHTEJIbHOH H JBIXaTeNbHOH CHCTEM MPH OTCYTCTBHH
CYIIECTBEHHBIX pas/IHYHi B YacTOTe BCTPEYaEMOCTH 3a-
GoJIeBaHHH CepIeuHO-COCYAUCTON cucTeMbl. Ha ocHoBaHUH
MOJIyYeHHBIX JAHHBIX CKJajblBaeTCsi BIeYaTJIEHHEe, 4TO
NOJBEPXEHHOCTh MAaTOJOTHH MHILIEBAPUTEBHOH CHCTEMBI
HE 3aBHCeJIa OT XapaKTepa MyTallHH H noJia GOJIbHOro, B
TO BpeMsl KaK pecNHpaTOpHBIE MOPaXKEHHSI OTYETIHBO
yalie HabJofanrch y MaTepel 60bHBIX MB — HocHTe/IbHHIL
myraunu AF508, xoTs cpean HHX He GBIIO KYpSILIMX, a
Cpe/ii OTLIOB TaKOBbIe BCTpeyanuch. CiieloBaTeNbHO, eCTh
OCHOBaHHsl cuHMTaTh, YTo I'3H rera MB B HeKoTOpHIX
cilydasix Bce XXe NposiBisieTcsl GeHOTHMHYECKHMH Mopa-
XKEHHSIMH OPraHOB M CHCTeM, CTpajaliolux nps MB.
BosHHKaeT 3aKOHOMEpHBIH BONPOC: YTO MpeACTaBsSeT
Co0OM JlaHHasi MaTOJIOTHS — CaMOCTOSITEJbHbIE HO30-
Jornyeckve (opMmbl WM “Msirkue” mposiBieHuss MB ¢
HOpPMaJIbHBIMH XJIODHAAMH TOTOBOH XHAKOCTH. ExuHOM
TOUKH 3PEHHsI 0 9TOMY BOMPOCY HE CYyLIeCTBYeT. Psin
aBTOPOB CYMTAIOT, YTO MATOJIOTHS AbIXaTENbHOM H MHIIe-
BapUTEJIbHOH CHCTEM Y OOJMIaTHBIX F€TePO3HUIOT — 3TO
“msrkne” ¢opmer MB, a M03aHYHOCTb KJIHHHYECKOM
KapTHHbl OOBSCHSIOT PA3MYHOH SKCIpecCHed MyTaHT-
Horo rea [11,13,14]. CywectByet 1 apyrast Touka 3peHus,
YTO HOCHTENH PeIKHX ayTOCOMHO-PELeCCHBHBIX MYyTallHi
MOryT OBITb MNpEeApPacroJoXXeHbl K TNPOSIBIEHHSIM pOJi-
CTBEHHBLIX MYJIbTH(aKTOpHAIbHBIX 3a6oneBanuii [9]. IIpen-
CTaBJIEHHbIE JaHHBIE O TOBBLILIEHHH YacTOTHl aHTHreHa
B40 u rannoruna Al B40 y poputeneit I'3H myrauuu
AF508 moaTBepXAaloT pesyJbTaTH, MOJMy4YeHHEIE paHee
npu obenefoBanuy GoabHbix MB [1]. B 1o xe Bpems
OTKJIOHEHHS OT HOpMaJlbHOro pacnpeneneHns HLA-auTu-
FeHHBIX XapaKTePHCTHK pOAMTeNedl ObIH OJH3KH He
TOJIbKO K TaKOBBIM, BBISIBJIEHHBIM y G0JbHEIX MB, HO H ¥
GONBHBIX MYJITH()AKTOPHANLHBIME 3260/IEBAHHSIMH: GPOHXH-
aJlbHO acTMOM M XpOHHUYeCKHM GpoHxuToM [3,6]. OtcyT-
CTBHE CYIIECTBEHHBIX pasJH4ui /{LA-aHTUreHHBIX XapaK-
TEPUCTHK B Tpynnax GOMbHBIX M NPAaKTHYECKH 3JOPOBBIX
POACTBEHHHKOB CBSI3aHO, MO-BHAHMOMY, C MaJIbIM YHCJIOM
HalOJIOICHHI H BO3MOXKHBIM HaJMYHEM Yy YacTH (EeHOTH-
MHYECKH 3/I0POBBIX JIHLL eeKTOB, HE peali30BaHHBIX K
MOMEHTY 06CJIe[IOBaHHS B Pa3BEPHYTYIO KapTHHY GOJIE3HH.
Taxkum o6pasom, npeacTaBiieHHbe JaHHbE AAIOT BO3-
MOXXHOCTb MpEANOJOXHTb Y4YacTHE ABYX TeHETHUECKHX

CHCTEM B (DOPMHPOBAHHH MATOJIOTHH OPraHOB JBIXaHHS Y
POACTBEHHHKOB GoJibHBIX MB. HocuTenbcTBO MyTauuu
AF508 u rannotina Al B40 MOXHO pacleHHMBaTh Kak
(akTOpBl pHCKa pasBHTHS JAHHOMH NMATOJIOTHH, YTO AUKTYET
HEOOXONMMOCTh TIIATEJNbHOrO HaGJIONEHHSI 3a COCTOS-
HHueM 3nopoBbsi '3H rena MB.
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VTOT'Y PEAJTU3AIIAM ITOJIOKEHUM GINA B IPAKTUYECKOE
3IPABOOXPAHEHHUE
(6 et paboTer CMoJIeHCKA IO AHTHACTMATHYECKO# IPOrpamMme)

YnpasineHue 3/ipaBooXpaHeHMS AIMHHHCTpalmu CMOJIEHCKa;
Kacenpa rocnuTaIbHOM Tepanuu CMONCHCKOM TOCYIapCTBEHHON MEAMIIMHCKOM aKaleMHH

THE RESULTS OF IMPLEMENTATION OF GINA GUIDE-LINES INTO THE PUBLIC HEALTH PRACTICE
(Six-year antiasthmatic program in Smolensk city)

A.A.Punin, V.I.Starovoytov, S.V.Kovaleva, R.S.Bogachev

Sammary

The results of six-year health-care system efforts in antiasthmatic program dedicated to the implementation
of the principal guidelines of GINA were evaluated in Smolensk city. The educational programs for physicians and
patients, and financial support of preferential release of antiasthmatic drugs have led to the radical changes in
basic treatment of bronchial asthma. During the six-year period, the 23-fold increase in the proportion of inhalation
glucocorticoids use has been accompanied by 1.7- and 1.5-fold decrease of the use of system steroids and
cromoglycates, respectively. At the same period of time, in Smolensk the number of ambulance calls for asthmatic
attack, the emergency hospitalization, the rate of disablement due to asthma, and primary disablement have been
decreased 2.4, 2.3, 1.7, and 3.3 times, respectively.

Pe3womMme

B CMoneHcke nposefieHa oLeHka 6-netHeit paboTbl 3paBOOXPAHEHUA M0 aHTUACTMaTUYECKOl NporpamMme,
HanpaefeHHOW Ha peann3aumio OCHOBHbLIX nonoxenuit GINA. O6pasoBaTensHblie NPOrpaMmbl AN Bpayeit u
NaUMEHTOB, (PUHAHCOBOE 0GECNEYEHME NLrOTHOrO OTrMyCcKa aHTUacTMaTU4eCKuX CPeACTE NO3BONUAN KOOPAUHANBHO
M3MEeHUTb NoaxoA K 6asncHo Tepanum 60NbHLIX aCTMOM. YBENMYEHWUE 0NV MHIANSIUMOHHBIX FIOKOKOPTUKOUAOB
COMPOBOXAANoCh CHUXEHWeM B 23 pasa B CTPYKTYpe aHTUacTMaTU4ecKon Tepanuu 3a 6 net ucnonb3oBaHUA
CUCTEeMHbIX cTeponaos (8 1,7 pasa), kpoMoHos (B 1,5 pasa). 3a 9T0T Nnepuos YCN0 BLIZOBOB CKOPOIt NOMOLLUM K
60/bHLIM C NPUCTYNOM aCTMbl YMEHbLLUMOCH B 2,4 pa3a, 3KCTPEHHAn rocnuranuaaums B CraumMoHap cokpaTunach
B 2,3 pasa, nona WHBaNMAOM3MPYIOWEW acTMbl B ropofe CHuaunacb B 1,7 pasa, a nepsBuuHbIN BbIXOL Ha

nHBanuaHocTb — B 3,3 pasa.

Bricokast MeIMLIHHCKASsT, COLMaIbHAs H 3KOHOMHYECKast
3HauuMOCTh OpoHXHanbHOH acTMbl (BA) onpepensiercs
WHMPOKOH pacnpocTpaHeHHocTbio (10 5—7%) aroro 3a6o-
JIeBaHHsI CPeJIH HaceJIeHH s, IIPOrpecCHpPYIOLIHM XapaKTepoM
TEUEHHS C YaCTHIMH 060CTPEHHUSIMH M TOCTIHTAIH3aLUSAMH,
HHBaJIMAM3alHel U JeTalbHBIMH Hcxonamu [1,2,4,8].

B HcTOpHM H3BeCTHbl Cly4aH pOCTa  CMEPTHOCTH OT
acTMbl B Hayase 60-x ronos B Aurauu, ABcrpanuu, Hoso#
3enanpuy, B 70-e ronsl B CIIIA, Kanage [1]. B nacrosiuee
BpeMsi CMEpTHOCTb OT acTMbl He HMeeT TEHJAEHUMH K
pOCTY, OIHAKO OHAa CYIIECTBEHHO CHHXKAeT MPONOJIKH-
TEJILHOCTH JKH3HH Y MY>XUHMH Ha 6,6 rona, y XKeHIIHH Ha
13,5 ropa [4]. OuenuTs HeTHHHOE Gpems J06oro 3adole-
BaHUSI IOCTATOYHO CJIOXKHO, MOCKOJIBKY OHO CKJaiblBaeT-
csl He TOJIbKO W3 MaTepHajibHbIX (psiMble M HempsiMble
pacxojibl HHAMBHAYYMA U TOCYapCTBa), HO U HEBHAUMBIX
pacxonoB (KayecTBO >XHM3HM, GOJb CTpalaHHs H Ap.),
KOTOpble HEBO3MOXXHO BBIPA3HTh B HEHEXHOM BbIpake-
uuu [3,5,6,10].

3HaYHTENILHOrO Tporpecca Mo CHHXEHHIO 3KOHOMHYECKO-
ro, COLMAJbHOro 6peMeHH acTMBL H YJIyULIEHHIO Ka4ecTBa
XKH3HH GOJbHBIX NOCTHIJIH B TeX PErHOHAX, e LIHPOKO
CTaJIi BHEJPATH MOJOXKEHHsI MeXIYHapPOHOTO KOHCeH yca
1o BA  IOCTHIIH PEMHCCHH NPH LLIKPOKOM HCTIOJb30BAHUH
COBpPEMEHHBIX NMPOTHBOBOCHAJNHUTENbHBIX TpenapaTos [2,
3,9]. Buenpenue HoBoi KoHuenuuu BA nossoauio B psge
CTpaH MHpa JOGHTHCS CYLIECTBEHHLIX YCIEXOE B KOHTPOJIE
Han ee TeyeHHeM. [Ipumepom moryT cayxuth PUHISAH-
nusi, Jlanua W psn ApYrux CTpaH, rue GoJbHbie BA
SIBJISIIOTCS TPEHMYLIECTBEHHO aMOYyJIaTOPHBIMH TalHeH-
TamH. CTemeHb KOHTPOJISi 32 aCTMOH HOCTHIJIA TAaKOro
YPOBHSI, YTO y GOJIbHBIX NMPAKTHYECKH OTCYTCTBYIOT THi-
XeJible 060CTpeHHUs!, Tpebyloluie rocnuTanusauuy [7].

Onnaxo aBTOMAaTHYECKHIT IEPEHOC PE3YJILTATOB 3apyGex-
HBIX HCCJIefloBaHHH B PoccHio He mpencTaBisieTcst BO3-
MOXXHBIM B CBfI3H Pa3/IHYHBIM YPOBHEM KOHOMMKH 3THX
ctpaH. COOTBETCTBEHHO JJIS1 POCCHICKOrO 3[IpaBoOXpaHe-
HHSl aHa/lM3 JIOJDKEH OCHOBBIBATLCSI MpeXJe BCEro Ha
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pe3yJibTaTax Hay4HbIX HCCJIEJOBaHHH B PA3J/IMUHBIX FOPOaxX
Hallled CTpaHHBI.

B 1995 r. ¥YnpaBnennem 3ppaBooxpaHeHHs AIMHHHC-
Tpauud CMoJsieHCKa, KadelpoH TOCMUTAJbHOH Tepanuu
CIMA npu MeTOAHYECKOH M MH(POPMALHOHHOH MOAAEp-
KKe dapmaueBTHueckoit xomnanuu “GlaxoWellcome”
Oblia pa3paboTaHa nporpamMma 6ops6sl ¢ BA, npepycmar-
pHBaBlluasi BHEJPEHHE OCHOBHHIX NosoxeHHH G/NA B
NpaKkTHUECKOe 3paBOOXPaHEHHE.

AHTHacTMaTHYeCKas nporpamMma npeaycMaTpHBaja pa-
60Ty 1O TPEM OCHOBHBIM HarlpaBJIEeHHSM:

1. O6pasoBaTesbHBIE NPOrpaMMbl it BpaueH MOJIHKIIH-

HUK M CTalHOHapOB;

2. OG6pasoBaTesbHbEIE MPOrpaMMBbI [Jisi GOJNBHBIX aCTMOM;
3. JIpbroTHoe JieKapcTBeHHOe obecrnedyeHue GOJbHBIX Mpe-
naparamH s 6a3HCHOH aHTHACTMaTHYECKOH TeparnyH.

BrinosiHeHHe nporpaMMbl He NMpefycMaTpHBAJO Bbifle-
JIEHH$ IOTOJIHUTEJIbHBIX GIO/KeTHBIX cpeicTB. PuHaHCH-
pOBaHHE JILIFOTHOTO OTMYCKAa aHTHACTMATHUECKHX Mpena-
paToB cocTaBJsio 1% 6GloKeTa 3paBoOXpaHEeHHs roposia
H He YBEJHUYWBAJOCh Ha NPOTSKEHHE BCEro IepHoia
pa6oTsl ropozia mo nporpamme (Mo OTHOLIEHHIO K 3aTpa-
TaM JI0 ee NPHHATHS). B Xojie BHINONHEHHS] MPOrpaMMbl
OBl cOCTaBJieH peructp GoabHeiX BA, mossoJsiomui
YUYHTBIBATh YHCJIO GOJIBHBIX, CTENEHb TSXKECTH 3a00JIeBa-
HUS, 00palllaeMocTh Ha CTAHLHMIO CKOPOH MeJHLIMHCKON
MIOMOLLH, FOCTIHTAJMH3ALHI0 H HHBAJHAN3ALHIO JIHL, CTpa-
JIAIOIHX aCTMOH, a TaKXKe OTIYCK aHTHAaCTMaTHYECKHX
JieKapCTBEHHBIX cpeAcTB. IIpoulenne co AHSA MPUHSATHS
nporpamMmsl 6 JieT MO3BOJISIOT MOABECTH HTOTH H NpoaHa-
JIM3UpOBaTh ee 3h(HEeKTHBHOCTE.

Ouenka 3¢)()eKTHBHOCTH MPOrpaMMbl OCYLIECTBJISIIACH
M0 CJEeAYIOUMM MOKa3aTessM: 1) H3MeHeHHe CTPYKTYphI
aHTHAaCTMAaTHYECKOH TepanuH Ha MOJHKIHHHYECKOM 3Ta-
ne (anann3 852 am6ynaTopHbIX KapT GosbHEX BA); 2)
IMHAMHKa BBI30BOB CKOPOH MeJMUMHCKOH nomoiuu (aHa-
a3 25 582 BhizoBoB 3a 1995—2000 r.); 3) nuiaHosas u
9KCTPEHHAs FOCIHTANH3alHs B TOPOACKYIO KIIHHUYECKYIO
GOJIBHHILYY CKOpOH MeAHUMHCKOH momouH (aHanus 2932
uctopuit Gosesnn 1990—2000 r.); 4) uHBanMAM3aLKS
GosbHBIX acTMOl (aHamu3 2663 MPOTOKOJIOB OCBHETEb-
cTBOBaHHS GosbHBIX BA Ha rpynny WHBaJMAHOCTH Bpa-
4eOGHO-TPYIOBLIMH 3KCIEPTHEIMH KOMHCCHSIMH (BTSKE H
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Puc.1. Aunamuka nporusosocnarensHoi Tepanuu BA Ha amBynatopHom
arane.

MeJIMKO-COLHabHBLIMA 3KkcnepTusamu (MCD) 3a 1996 —
2000 r.

CraticTHyeckas o6paGoTKa HAaHHBIX MPOBOAMJACH C
Hcrosb3oBaHHeM naketa Statgraphics Plus. Iasi o6o-
CHOBaHH$ BEIBOJIOB HCIOJIb30BANHCH TaGJHLBI COMPSIKEH-
HOCTH TPU3HAKOB 2X2. J[J11 MPOBEPKHM IHIIOTE3H O PABEHCTBE
Josielt npuMeHsuics Z-Kputepui, x-kpurepuii [Tupcona
H TOYEUHBIH KpHTepul Puiiepa.

CTpyKTypa aHTHaCTMaTH4YeCKOH TepanuH Ha MOJHKJIH-
Hu4yeckoM sTtame 3a 1990—2000 r. mpeacraBieHa Ha
puc.l, 2. IIpotuBoBOCTaNUTEIbHAS Tepamnust GOJMBHBIX acT-
moi# ¢ 1990 no 1994 r. ocyuecTBAsIIACH TPEUMYIIIECTBEH-
HO CHCTeMHBIMH ruokokopTtukongamu (CTK) u kpomoHa-
MH, J0JISl KOTOPbIX 32 yKa3aHHbBIH MPOMEXYTOK BPEMEHH
He uMena AuHamukH. Huransuuonusle 'K po 1994 r.
MpaKkTHYeCKH He NpuMeHsikch (npenapat noayyanu 3%
GoabHBIX acTMOii). IlepBrle 3HaYHMBIE H3MEHEHHs B Xa-
pakTepe NMpOBOAWMONH NPOTHBOBOCHANMUTENbHON Tepanuu
GBITH 3aperHCTPHPOBAHEI yKe Yepe3 Mol 10CJIe TPHHATHS
nporpamMmsl. CpaBHeHHe BHIGOPOUHBIX fosei (J1) pasany-
HBIX TPOTHBOBOCHAJIMTEJBHBIX IPENapaToB C aHATH30M
HoBepHTeJbHOrO HHTepBata (M) cBuperenbcTByeT o
JIOCTOBEPHBIX pasjuuuax B ucnosab3oBaHud CI'K u UK
H KpOMOHOB B pasyiuHble rogsl. C 1994 mo 2000 r. monst
ucnosnbsoBauusi UI'K Beipocsia B 23 pasa (Mlga = 0,029
(I1 — 0,02; 0,038), oo = 0,68 (A1 — 0,587; 0,776))
(p<0,05), nonst CT'K cuusunacs B 1,7 pasa (I o4 = 0,33 (JIU
— 0,296; 0,361), oo = 0,19 (AU — 0,166; 0,214))
(p<0,05), kpomoroB — B 1,5 pasa (Ilos = 0,18 (I — 0,156;
0,204), oo = 0,12 (IX — 0,099; 0,141)) (p<0,05).

JlnHaMHKa OTMYLIEHHBIX 10 JILFOTHBIM pelenTaM yna-
KOBOK JieKapcTBeHHHX cpencTB (anteka Ne 1 MYII)
CBHJIETENLCTBYET, uTo B mepuop ¢ 1995 mo 2000 r.
OIHOBPEMEHHO ¢ pocToM Hcnonb3oBaHust UK cHusumoch
ucnosb3oBaHue Bo-aroncTos B 2,6 pasa, CI'K B 1,2 pasa,
KPOMOHOB B 2,5 pasa.

ITpu ananuse ucnombayembix no3 MIK B Jjeuenuu
GOJIbHBIX acCTMOH Ha pasHBIX Tanax peajH3alHd aHTH-
acTMaTHYeCKOH MpOrpaMMbl BHISIBJIEHHE CYIIECTBEHHEBIE
pasauuus (puc.3). Tak, B nepBbie rofibl BHEAPEHHS MPO-
rpaMMbl OTMeYeHa TEeHJEHUHMsl K HCIONb30BAHHIO HU3KHX
1103 MHralsIUMOHHBIX cTepouaoB. B 1995 r. UKT B pose
1o 400 MKr nosy4anu 76% 6G0JbHBIX acTMOH, B ajbHe-

100 4
90 1
80 1
70 1
60 1
50 1
40 -
30 1
20 1
10 1

Ll T L T T T ) T T T S
1990 1991 1992 1993 1994 1995 1996 1997 1998 1999 2000
=D CIK —0=— Jybunnus =—O=— TeodeapuH

Puc.2. lunamuka Gpoxxopunatupyiowen tepanuu BA Ha amGynatopHom
arane.
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Puc.3. [ossl UMK (no 6eknomerasoHy AMNPONUOHATY) B NEYEHUU GonbHbIX
BA CmoneHcka (? — HeT ykasaHus f03bl B Ha3HaveHuu Bpaya).

LeM NpeAnoyuTeHHe CTalN OTAaBaTh cpeiHum fo3am UI'K.
K 2000 r. yactota ucnoss3oBanusi UK B pose 401 —
600 mkr Bepocma ¢ 11 mo 42%. B To xe Bpems
nasHaueHue Bricokux no3bl UI'K He nperepresio HaMeHe-
uuil, coctaBuB 2% B 1995 r. u 3% B 2000 r.

B kayecTBe 6POHXOANIATHPYIOIHX CPEICTB HCIIOJB30-
BaJIHCh B2-arOHHCTHI, 3yDHIIHH U TeOpEApHH (cm.puc.3).
C 1990 no 1994 r. yacToTa nNpUMeHEHHs B2-arOHUCTOB
sy¢uannHa Gbia conocrauma (ayags = 0,649 (U —
0,591; 0,703), Mp-2 aronucros = 0,615 (AU — 0,556,
0,761) (p>0,05)). C 1995 r. nonst sypHIIHHA B JIEYEHHH
GOMBHBIX aCTMOH CTajla CHHXKAThCS, a 0I5 B2-arOHHCTOB
pactd. B 2000 r. sypu/IHH HCIOJB30BAJICS B JIEUEHHH
47% GonbHBIX, TOrAa Kak Pe-aronuctst — y 87%. Hoc-
TOBEPHOCTD Pa3JIMYHFi IOATBEPIKIACTCS K CPABHEHHEM JOJIEH
stux npenapatoB ((Joyees = 0,865 (IU — 0,834;
0,892), Ils2 aronucro4 = 0,472 (AU — 0,438; 0,503)
(p<0,05)). Ucnonb3oBarne TeodenpuHa y GosbHEIX BA
exerofiio cHuxkaJjoch ¥ K 2000 r. y4acTKOBbIE T€pAINEBThI
ero HasHayaJu 6% GOMbHBIX.

H3MeHeHHs B CTPYKTYpPe aHTHAaCTMATHYECKOH Tepanuy
COMPOBOXAAIUCH MONOKHTELHON IMHAMUKOH B COCTOSIHHH
MalKEeHTOB, JOCTHXXEHHEM MeAHKaMeHTO3HOH PEeMHCCHH
M YMEHbILEHHEM YHC/a 0O0CTPeHHH, YTO MOATBEPXKAALTCS
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Puc.4. OGpauieHue GonbHbix BA 3a 9KCTPEHHON MEANUMHCKOR NOMOLLBIO.

IHHAMHKOH MOKa3aTeJiel BEI30BOB CKOPOH MeIMLHHCKOH
nomomu (puc.4) u rocnuTasksaunu GoabHbX (pHc.5). 3a
nepuon ¢ 1995 no 2000 r. Ha CTaHUMIO CKOPOH MOMOILH
noctynuad 25 582 BbI30Ba MO MOBOAY PasBHBLIEroCs
npucTyna yayubsi. [TlepBelie noJoXuTeabHbIE PE3YJIbTATH
B BHJe CHWXeHus Ha 36% uucia obpalieHHil 3a 3KCT-
PEHHOM MOMOIUBIO ObLIM JAOCTHTHYTHl yXK€ MO HTOraMm
TepBoro roga paGoThl, a Mo HToraM 6 JieT YKcJIo BEI30BOB
CHH3HJIOCh B 2,4 pa3a. BeiGopouHbIH KO3 PHIHEHT paH-
rOBOH KOpPEJISIIMH MEXAy BEI30BaMH OpHTrajbl CKOPOH
TMOMOLIH 10 TofaM u nosiel npuMeHenust IT'K B uHTepBase
1995—2000 r. cocrasuat: r = —0,943 (p=0,035). [punumas
BO BHHMMaHHe gaHHble 1995 r. B KauecTBe 6a30BOro
YPOBHSI KOJIMYECTBA BBI30BOB K GOJIbHBIM aCTMOH, MOXKHO
TOBOPHTH Ha HACTOSILMH MOMEHT 0 HecocTosiBIMXCst 11 458
BHIe3aX cKopo#t nomomy. OcTaBiss 3a paMKaMH JlJaHHOH
ny6MUKaUHKH SMOLUMOHANBHYI0O H MEIHLHHCKYIO CTOPOHBI
BOIpOCa, CYMMHPY$ TOJILKO PacXojibl M0 Bele3/ly OpHrajbl
CKOpO#i MOMOIIM, SKOHOMHsI CPeACTB cocTaBua 4 021 758
py6. (npu croumocty BEI3oBa 351 py6.).

Beicokasi 3(pheKTHBHOCTb aHTHACTMATHYECKOH Mpo-
rpaMMbl IOATBEPKAAETCS U NMOKA3aTeNIMH COOTHOLEHHS
SKCTPEHHOMH U MJIaHOBOM FOCIIHTaNH3aUkH GosbHEIX BA B
KBCMII. 3a 11 neT B myJbMOHOJIOTHYECKOM OTAEJNEHHH
KBCMII naxopuiuch Ha jedeHuu 11 932 GosbHBIX, U3
HuX 24,6%, uau 2 932 nauxenTa, 6bIJIH TOCTHTAIH3HPO-
Banbl 1o nosoay BA. C 1990 no 1994 r. 1o 3KCTpeHHOH
1 TUIAHOBOH FOCMHTAMM3aNMI He HMesH pazidunit: ([ niango
= 0,49 (1 — 0,424; 0,562), Jrnan- o4 = 0,57 (AU —
0,506; 0,632) (p>0,05), (dskcrp90 = 0,57 (AW — 0,438;
0,576), Ilskctp.o4 = 0,43 (JIU — 0,367; 0,494) (p>0,05).
C 1994 no 2000 r. NpOM3OLIIH CHHXEHHE SKCTPEHHOH
rocnutanu3amuy ¢ 43 1o 19% (dskcrpo4 = 0,43 (AU —
0,367; 0,494), Hakctp00= 0,19 (I — 0,147; 0,239)
(p<0,05), u poct maanosoit ¢ 57 xo 81% (Hnmanos =
0,57 (01 — 0,506; 0,632), Hnnanoo = 0,81 (AN —
0,761; 0,852) (p<0,05). Kpome TOro, 32 aHaIH3UpPYyEMBbIH
POMEXYTOK BpEMEHH NMPOH30LIJIO COKpaIleHHE AIHTEb-
HOCTH Tpe6bIBaHHMs GOJIBHBIX B CTalHoHape Ha 4,2 IHS.
[Ipu Hanuuue 544 rocnuTanM3alMii 1O NMOBOAY acTMBI B
2000 r. KaKk MHHHMYM He MPHLLJIOCH OIJIaYMuBaTh JieueHue
2284 nHed npe6biBaHHs GOJBHOrO acTMOH B CTallHOHApE.
Eciy npuHATH BO BHMMaHHWe, HTO JeuyeHHe GOJbHOTO,
MOCTYMHBILErO B CTALHOHApP MO 3KCTPEHHBIM MOKa3aHH-
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Puc.5. OkcTpeHHas u nnaHosas rocnuranusauus GonbHsix BA 8 KECMIN.
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Puc.6. Ouuamuka rpynn uHBanuaHocTi no BA.

M, TpeOyeT HaMHOro OOJILLIMX 3aTpaT, YeM IJIaHOBOro
60JILHOTO, €CTeCTBEHHO, MOXKHO FOBOPHUTH O CYIIECTBEHHOH
9KOHOMHH GIOJDKETHBIX CPENCTB.

[TonoxxkurenbHasi AMHAMHKA OTMeYaeTcst U B (hU3HUECKOM
peabuautauuu GoabHbix actmod. C 1990 mo 1995 r.
OTMeyaJicsi HEeYKJIOHHBIH POCT HHBAIMAW3HPYIOIEH aCTMBI,
pocturmuit B 1996 r. 21% ot obuero yucaa GOJNbHBIX,
3apericTpHpOBaHHLIX 1Mo ropony. Yepes 5 Jjet paboThl
aHTHACTMaTHYECKOH MPOrpaMMbl 10JSI HHBaIHAH3HPYIO-
et acT™bl cHU3MJach B 1,7 pasa (Hes = 0,213 (I —
0,193; 0,232), Hoo = 0,131 (AU — 0,116; 0,146)
(p<0,05)), a nepBHYHBIN BHIXOJ HAa HHBANHAHOCTb COKpA-
tuacst B 3,3 pasa (Hos = 0,062 (AU — 0,052; 0,074),
Too = 0,019 (IX — 0,013; 0,026) (p<0,05)). Kpome
TOTrO, NPOM3OLIJIO CHHXKEHHE TSIKECTH WHBAIUAU3aLHHU 33
cyeT mepexosa GOJLHBIX C 2-H Ha 3-10 TPYNNy HHBAJHA-
HoctH (puc.6).

[TonoxuTebHbIE COLHANbHBIE H MEAHLHMHCKHE Pe3YJib-
TaThl aHTHACTMATHYECKOH MPOrpaMMbl ITO3BOJISIIOT NIPOBECTH
pacyeThl MO 3KOHOMHH OIOJPKETHLIX CPENCTB HCXOAS H3
(hakTHYecKoro (hMHAHCHPOBAHHS 37PABOOXPAaHEHHS KOH-
KpeTHoro perHoHa. EctecTBeHHO, YTO BCJIE]| 3a PHCTYNaMH
acTMBI CJIelyeT FOCTHTAJIH3aLHsl, OTKPbITHE GOJbHHUYHBIX
JIICTOB, COLMA/IbLHbIE BLIMJIATH, YeJOBEK “BhiMafaeT”’ M3
MPOM3BOACTBA, HE NPOM3BOAMT MPOAYKUHIO, HE MJATHT
HaJloTH, a, HaoO6opOoT, yBeJHUYHBaeT 06beM NMOTpebJeHHs
JIOCTaTOYHO JIOPOTOCTOSILIMX JIEKAPCTBEHHBIX CpeAcTB. Pa-
LMOHAJIbHAST aHTHACTMAaTHYeCKast Tepanus MpeoTBpallaeT
OTpHllaTeJIbHbIE COLMANbHbIE W 3KOHOMHUYECKHE TOCJIE-
CTBHS aCTMBI.

Taxum o6pasom, onbIT paGoThl ropofa Mo aHTHacTMa-
THYECKOH NporpamMMe B paMKaxX pead3alld OCHOBHBIX
nosioxxenui G/INA nosBossieT ciiesiaTh CJAEAYIOUHE BHIBOJBI.
1. PaspaboTka M BHeJpeHHe pErHOHaJbHLIX LEJEBHIX

nporpaMm 6opnbul ¢ BA sBasiercs 3¢hpeKTHBHBIM

crnoco6oM peasii3allid OCHOBHBIX MoJioKeHuiH GINA

B NIPAKTHYECKOE 3/IpaBOOXPaHEHHe.

2. YBenuuenue poau ucnosb3oBanusi UI'K B GasucHo¥
Tepanuu 60JbHBIX ACTMOH COMPOBOXKAAETCS CHHXKEHHEM
BBI3OBOB CKOPOH MEAMLMHCKOH MOMOIIH, 3KCTPEHHOH
TOCMHTANH3aLUMH B CTAUMOHAD H YMEHbIIEHHEM JOJH
HHBAJIMAM3HPYIOILEH aCTMBL.

3. Jmrenvuas tepanust UK 6GoabHBIX ¢ HHBANHAK3HPY-
IOLIeH acTMOM BeJleT K CHHXKEHHIO TSKEeCTH MHBAJIH-
JH3alHH.

4. Ysenuuenue o6beMa ortmycka MI'K B cTpyKType Jbrot-
HOro ofecrneyeHHsl CONPOBOXKAAETCS YMEHbLIEHHEM
cnpoca Ha Peg-aronnctsl, CIK, KpoMOoHBI.
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DOOEKTUBHOCTS JINIUTEJIBHON TEPAIIMM XPOHUYECKOTO
OBCTPYKTHUBHOI'O BPOHXUTA
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Kade/ipa roCIUTaNLHOM TEPaTIMM € KYPCOM TTOTMKIMHUYECKOMN Teparnuu

EFFICACY OF LONG-TERM THERAPY OF CHRONIC OBSTRUCTIVE BRONCHITIS
S.S.Yakushin, E.A.Smirnova, K.S.Yakushin

Summary

The aim of the study was to assess results of long-term treatment of chronic obstructive bronchitis (COB)
patients performed by therapeutists trained according to the Federal programme on COPD.

Treatment results of 151 COB patients (100 males and 51 females) were analyzed. The average age of the
patients was 51.8+0.8 years. The long-term treatment was carried out in accordance to the algorithm of the basic
therapy of COPD.

The significant positive changes in the patients’ clinical status were noted at the end of the 3rd week of the
therapy: a cough frequency reduced in 96.7% of the patients and a dyspnoe severity decreased in 95.4% of them.
The peak flow rate parameters improved reliably. Seventy three moderate to severe COB patients had received
the basic medication during 12 months showed decreasing cough and dyspnoe severity and improving peak flow
rate parameters though these changes were less intensive than in the first 3 weeks of the treatment.

So, the investigation demonstrated a possibility to inhibit the bronchial obstruction and COB clinical signs
progression under the background of the long-term basic therapy.

Peswome

Llenb uccnepnoBaHus OUEHWUTb pesynbTaTbl ANUTENbHOro nevenust 6onbHeix XOB Bpayamu-TepanesTamu
nocne nposeaeHuns oby4eHus B COOTBeTCTBMM C (peaepansHoi nporpammoint no XOBJ1.

MpoananuanposaHbl pesynstatbl nevenns 151 naumenta XOB (100 myxumH u 51 xeHuwwmHa). CpegHuit
Bo3pacT GonbHbix coctasun 51,8+0,8. [nutenbHoe neyewve NPOBOAMNOCH COrnacHo anroputmy 6asucHomn
Tepanuu XOB.

K koHUy 3-7 Hepenu neyeHus oTMevanach CyUeCcTBeHHas NO3UTUBHAA AMHAMMKA B KIMHUYECKOW KapTuHe
60nesHn: yMeHblueHue 4acToTbl Kawnsa y 96,7% naumeHToB U BbipaXeHHOCTU oablwku y 95,4%, nokasarenu
nukdnoymeTpumn A0CTOBEPHO ynydwmnuce. Y 73 naumentos XOB Il v lll cteneHnu TaxecTu, nonyvaslunx 6asncHsle
npenapatbl B TeyeHue 12 Mec, COXpPaHANOCb YMEHbLUEHWE BbIPAXEHHOCTU Kawns W OAbILKW, Yynyylwanuchb

nokasartenu NCB, X0Ta U MEHee UHTEHCUBHO, YeM B NepBbie TPU HEAENW NeYeHus.
VccnepoBaHve nokasano BO3MOXHOCTb TOPMOXEHWUS! NporpeccupoBaHus GpoHxuanbHol o6CTpykummu u
KnnHuyecknx cumntomos XOB npu anutensHoM HasHavyeHun 6asucHoi Tepanuu.

B konue 1998 r. B Poccuu 3aBeplueH KOJIEKTHBHBIH
TPYA TPYNNbl 3KCMEpTOB, pa3paboTaHa M BHEApeHa B
npakTHYecKkoe 3apaBooxpaHeHne PesepasbHast Nporpam-
Ma MO XPOHHYECKHM OOGCTPYKTHBHBIM GOJIE3HAM JIETKHX
(XOBJI), B KOTOpPO# CKOHLEHTPHPOBAHEI COBPEMEHHBIE H
npHemJieMble VISl HalleH CTpaHbl KJOueBble MOJIOXKEHHS
no npo6aeme XOBJI [1]. B Helt ormeuyaercsi, uto 6poH-
XHaJbHasi OOCTPYKLMS SIBJSIETCS [VIaBHBIM H YHHBEPCAIbHBIM
HCTOYHHKOM BCEX MaTOoJIOTHUECKHX H3MEHEHHH, pa3BHBa-
IOIMXCS MTPH NMPOTPECCHPOBAHHH XPOHHUYECKOro 06CTPYK-
THBHOro 6poHxuta (XOB), MpUBOASLIMM K AbIXATeJbHOM
HeJJOCTaTOYHOCTH, N03TOMYy Oa3HCHOH Tepanuei, o6si3a-
TeJqIbHOM npu JeueHHH GosbHbIX XODB, aBnsiercs npume-
HeHHe GPOHXOpPACIUMPSIOWINX CPEACTB, KOTOPbIe NOJ/IKHbI

Ha3HayaThCsl CHCTEMATHYECKH M JUIHTeNbHO. Bee ocrasbHble
CPEACTBA M METOAbl AOJKHBI MPUMEHSITCS B COYETAHHH
co cpencTBamu GasucHoi Tepanuu [1, 2]. B cBsiau ¢ Tem
utro B 50% cayuaes oboctpennit XObB pomyckaercs
y4yacTHe HeHH(DEKUHOHHBIX (PAaKTOPOB — MacCHBHas 3KC-
MO3HULHST a3POHPPUTAHTOB, a/UIEPreHoB, ATporeHHH (B
YaCTHOCTH, OLIHGOYHOE HasHaueHHe B-6/10KaTOpoB) U T.A.,
a B 3THOJIOTHYECKOH CTPYKTYpe HH(EKLHOHHO-3aBHCHMbIX
o6ocTpeHHit XpoHryeckoro 6porxuTa 10 30% oTBomHTCS
BHDYCHOH pecnupaTOpHOH HH(EKUHH, Ha3HAYeHHEe aHTH-
OHOTHKOB JIOJDKHO MPOBOJUTLCS 110 CTPOTHM MOKA3aHUAM
[3,4].

Hecmotps Ha umelomecs ctanpaptet jeuenus XODB,
MHOTHE BONPOCH! IJIMTEJNbHOTO NMPUMEHEHHS! CpelCcTB Oa-
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3UCHOM TepamnHuH H3Y4eHBl HEMoJHO. AKTYaNbHBIM SIBJISI-
IOTCS M3y4YeHHE pe3yJbTaTOB BHEJPeHHS COBPEMEHHBIX
CTAHAAPTOB MO AHATHOCTHKE W OLEHKa 3(h(eKTHBHOCTH
nauTeabHol Tepanun XOB.

Llesbio JTaHHOTO HCCJIEIOBAHHS SIBHJIACH OLIEHKA PesyJib-
TaTOB JVTHTEJILHOTO JleyeHus nauuenToB XOB Bpayamu-Tepa-
MeBTaMH MOCJe TMPOBEAEHHST CIEelHabHOH IporpaMmel
oOyyeHHs1 B cooTBeTCTBHH ¢ PesiepasbHOM NMporpaMmoi
no XOBJI.

HccaenoBanie Havasloch B paMKax oOLIEPOCCHHCKOro
KOHKYpCa BpaueH-TeparneBTOB H MyJbMOHOJIOTOB 110 Tepanuu
XOB, opranusoBaHHOro paGouel rpynmoi no XpoHHuec-
KHM OOCTPYKTHBHBIM O0Jie3HSM Jierkux Bcepoccuiickoro
Hay4yHOro oOLIeCTBa IyJbMOHOJIOTOB, B HEM IPHHSIH
yuactue 15 Bpaueit Pssanu (12 oGuiefi nmpakTHkd u 3
nyJbMoHoJiora). Beuia npoBesieHa yue6a Bpaueli: MpouH-
TaHbl JIEKLMH 110 akTyalabHeIM Bonpocam XOBJI ¢ noppo6-
HBIM H3JIO)KEHHEM COBPEMEHHBIX NMPHHLHIIOB JHAarHOCTHKH
¥ npaBHJIbHOTO BejieHus: Tepanuu XOB, pacnpocTpaHeHsl
MeToaMuecKHe peKoMeHaalmu [5], mukdioymerpsl, HaBopsl
OJIHOPA30BLIX MYHAIITYKOB H KpaTKHe (OPMbI-IIPOTOKOJBI
JUISl 3aNoJIHeHHsT Ha Kaxkaoro GoJbHoro. OmuH pas B
Mecsill TPOBOAMJIMCH 3acefaHHsl pabouel TIPyNmel AJs
TOro, 4TOOBI AOJOXHTb O KoauyecTBe GosbHEIX XOB,
TMpoJIeYeHHBIX 32 HCTEKLIHH Mecsil, 0 BUAAX IPenaparTos,
BLIMTHCAHHBIX 3THM GOJIbHBIM, 06 HHTEPECHBIX KIHHHYECKHX
HaGMIONIEHUAX W BHISICHEHHH BO3HHKAIOIMX TPYAHOCTEH
B Tpollecce OCYIIeCTBJeHHs mporpaMMel. B nasnbHefinem
nauuenTsl ¢ XOB II u III crenenu TsXeCTH, JIHTENBHO
nojiyyaioiide Ga3UCHYIO Tepanuio, 06Cje/loBaluCh I10-
BTOPHO 4epe3 1 ron.

Hamu npoaHasusupoBaHbl pe3ysbTaThl JieyeHHs: 151
naupenta (100 MyxuuH ¥ 51 XKeHLIMHA), CTPafalOUIKX
XOBb. Cpepuuit BospacT GosibHBIX cocTaBua 51,810,8
rofga. B coorBercTBuH ¢ PenepasbHOH MpoOrpaMMoi 1o
XOBJI [1,2,6] XOB aerkoii crenenn (OPB; cocrasaser
Gonee 70% OT HOJIKHBIX BEJMYMH) OB AHArHOCTHPOBAH
y 68 nauuentoB, cpepHeii creneHn TskectH (ODB;
69—50%) — y 63 u tsxenoit (OPB; menee 50%) —
y 20. Bce GosbHble HaXOAMJIHCh B CTaAuH OGOCTPEHHS
3aboJieBaHHUS.

JleueHHe MauMeHTOB MPOBOMHJIOCH COMIACHO aJITOPHTMY
6asucHor tepanuu XOB: Hayaro JleyeHHe C aHTHXOJH-
HEpruyecKHX NpenapaToB ¢ MOCJAEAYIOLHM 106aBIEHHEM
npH Hea(HeKTHBHOCTH P2-arOHUCTOB, 3aT€M MPOJIOHTHPO-
BaHHLIX TEO(QHJIMHOB H Ha MOCJEJHEM 3Tale IIIOKOKOp-

THKOMJI0B. Heo6X0AuMO OTMETHTB, UTO 10 HAlllero o6cJe-
JOBaHHS 3THM GOJILHEIM He NMPOBOAMJIACE JIEKapCTBEHHAs
Tepanus, COMNIaCHO MPHHUMNAM CTyNeHYaToi Gas3HCHOM
tepanud npu XOB. Yactora HasHayeHHs “‘cTapTOBHIX”
6pOHXOpACIIHPSIOIMX TPernapaToB U3 IPYNIBl AHTHXOJH-
HEpruYecKuXx cpencTs Owlia kpaiine mana (7,9%).

Kpome Gporxopaciunpsiionux npenapatos, 64 (42,4%)
nau{eHTaM MpH 3aTPYAHEHHH OTXOXIEHHSI MOKPOThI OblIIH
Ha3HaueHbl MYKOperyJsiTopHsie cpefctBa (amGpokcod,
6pomrekcHH, N-aUeTH/ILUMCTEHH B CpeAHEeTepaneBTHYeC-
KHX 103aX) ¥ ToabKO 41 (27,2%) 60abHOMY NPH HAJTHYHH
KJIHHHYECKHX NPH3HAKOB HHTOKCHKALMH W THOMHBIX 3JIe-
MEHTOB B MOKPOTe — aHTHOHOTHKH.

CorJlacHO COBpeMeHHEIM peKOMEHIALMsIM, BCe MalHeHTH,
crpapatowme XOB I crenenu Tsukectu (n=68), nonyuanu
MHTAJISILHOHHYIO Tepanuio M-XoluHoJIuTHKaMK (aTpoBeHT
53 GosbHBIM, TpyBeHT 15 B mose 120 mkr/cyTt), s HUX
4 notpe6oBasioch fo6aBieHHe B2-arOHUCTOB.

ITpu II crenenu tskectu XOB (n=63) 59 nanuentos
nosyyaid KOMOHHHPOBAHHYIO Tepanuio M-XOJHHOJIHTH-
kamu (aTpoBeHT 55 nauneHToB, TpyBeHT 4) ¢ Po-aroHKcTamMH,
4 — KoMOHHHPOBaHHLIH npenapat Geponyan. st ycuieHus
OpoHXOAUJATHPYIOLlero AedcTBUA 26 nauueHTaMm GblIH
Ha3HayeHbl TeO(HJIHHBI IPOJIOHTHPOBAHHOTO NEHCTBHS.

¥ 20 nauuentos ¢ XOB III crenenu TsixkecTH JeuebHas
nporpaMma BKJoyasa: M-XOJMHOJHTHKH moJaydann 16
nauuenToB (13 HUX 13 yesoBek B coueTaHuH ¢ Bo-aronuc-
Tamu), 15 — TeohHNIHHB TPOJIOHTHPOBAHHOTO EHCTBHS
H 9 NMauMeHTOB MOJYy4YalH IVIIOKOKOPTHKOMIbI, H3 HHX 4
HHTaJITMOHHO. BO/IbHEIM CO CpefHEeTSKEBIM H TSKENIbM
tedyenuem XOB, HaxonMMCst B CTALIHOHAPE, HHTAJISILIHOH-
HOe BBeJleHHe OPOHXOJHMTHKOB B TeyeHHe mnepBbix 7—10
JHeH NMPOBOAMJIOCH C MOMOLIbIO HeGyJai3epa.

B npouecce HabmojaeHUs BpauaMH aHaJH3HpOBajach
JIMHAMHKa KJIHHHYECKHX MPOSIBJIEHHH XPOHHYECKOro GpoH-
XHTa U MPOBOJAMJIACH MHK(IOYMETPHS.

OueHnka 3 heKTHBHOCTH TepanuK MPOBOAKJACH Yepes
3—4 Hej Mo caeNyIOLMM TTPU3HAKaM: KJIHHHYECKH — 110
YMEHBUIEHHIO HHTE@HCHBHOCTH KAl W OABILUKH, Bbipa-
JK€HHOCTb KOTOPBIX OlleHHBasach no 3-6a/yibHOH 1iKaje
(3 6anna — MakcHMalbHOE NPOSIBJEHHE MPH3HAKA, Tpe-
Gyoliee HEOTJIOXKHOH MoMollH, 2 Gamia — yMepeHHoe
NposiBIeHHE NPU3HaKa, CHHXKalollee GpU3HIeCKYyIO aKTHB-
HOCTb H paboTOCNOCOGHOCTD, H 1 6al — MHHHMMaJbHOE
nposiBJieHHe NpH3HaKa, He BJIHsiiollee Ha (PHU3HYECKYIO
aKTHBHOCTb H PaGOTOCIIOCOGHOCTB), a TaKXKe MO yBeJH-

Tabnuuya 1

OuHamuka knuHuyeckux nposienexuii XOB (B 6annax) u nokasareneil NMKOBOW CKOPOCTU BbIAOXa B NpoLEcce NeyeHus

o Kawens Oppiwka MNCB, % oT A0MKHOrO
AO neveHus nocne nevexns O neveHus nocne neveHus RO neveHus ] nocne neveHun ‘]
| ctenexb TsaxxecTn (N=68) 1,61£0,09 0,44+0,07* 2,09+0,06 0,74+0,07" 73,29%1,62 89,74%1,06"
Il cteneHb TaxecTn (n=63) 2,13+0,06 0,77+0,07* 2,29+0,06 0,83+0,07* 51,71%£1,62 73,25+1,87*
Il ctenexb TaxecTn (n=20) 2,90+0,07 1,65+0,11" 2,80+0,09 1,45+0,19* 29,96+2,03 51,41%2 82"

MpumeyvyaHwue. *— 3necb u B Tabn.2,3 NOCTOBEPHOCTb C UCXOAHLIMU NOKA3aTENIMMU.
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Tabnuuya 2

OuHaMukKa KJIMHUYeCKUX CUMMNTOMOB XOB B npouecce roau4HoOro MOHMTOPUPOBaHUS

— Kawens Opnpiwka
A0 neveHus vepes 3 ven ] vyepes 12 mec AO neveHun yepes 3 Hep [ vyepes 12 mec
|| crenexb TxecTn (n=59) 2,16+0,06 0,77+0,07* 0,69+0,1* 2,29%0,06 1,1+0,07* 0,86%0,1*
Il cTeneHs TsxecTu (n=14) 2,89+0,07 1,75+0,11* T 710" 2,86+0,09 1,58+0,19* 1,49+0,2"

YeHHIO ToKasaTellell MUKOBOK ckopocTH Bhigoxa (IICB).
PesynbTaThl OUEHKH 3(p(EeKTHBHOCTH npuUMeHsieMo# Oa-
sucHoi tepanuu XObB npexncrasienst B Tabi.l.

Y Bcex 6oabHbIX XOB K KoHLy 3-H HeleJH JieueHHs
oTMeuaJiach CYILeCTBEHHas MO3UTHBHAS AMHAMMKA B KJIH-
HWYeCKOH KapTHHe O6osiesHH. HaubGosee BeIpaXKeHHBIE
M3MeHeHHsI OTMeYeHbl Y GOMIbHBIX ¢ | CTENeHbIo TAXKECTH
XOB. B 1esoM HaMH OTMEYEHO YMEHbIIEHHE YacTOTHI
Kauist y 96,7% nauuenrtos (¢ 2,0+0,06 no 0,74+0,05
Gasa) U BelpakeHHOCTH ofbiikK y 95,4% (c 2,3610,04
no 0,87+0,05 6amna). Tlpu GasucHoM OGCJIENOBaHUH Y
BCeX MalHEeHTOB OTMEYaNoch CHHXEeHHe MUK IOyMeTpH-
YyeCKMX MoKasaTeJsell OT JO/KHBIX BEJMYHH, K KOHLY 3-H
HeJleJIH JIeYeHH s oKa3aTesu MHK(JI0yMETPHH JOCTOBED-
Ho yayuunauch (B cpensem Ha 98,5441 11/ MHH).

[TocsienoBaTesibHOE Ha3HAYEHHE CPefICTB 6a3HCHOH Te-
pamMd B COOTBETCTBHH cO creneHbio TskectH XObB
TO3BOJIMIIO IOGHTHCS OTIHUHOTO 3hdexTa y 6% nauueHToB,
xopoutero y 74,2%, ynosaetsoputenstoro y 19,8%.

Y nauuentoB ¢ XOB I crenenu TsxkecTH 3-HefenabHas
Teparusi XONHHOJHTHKAaMH Obljla OLleHeHa KaK JI0cTaTouHasl,
JlaJibHelIee HasHaueHHe GPOHXOJHTHKOB PeKOMEH0Ba-
JIOCh TIO MOKA3aHHSIM, B TOM YHCJIe NpOodHIaKTHIeCKH (B
3aBUCHMOCTH OT METEOYCJIOBHH, XapakTepa paboThl, Bpell-
Hix npuBbiuek). ITaumentst ¢ XOB II u III crenenn
TSDKECTH MPOAOJIKAJIN MPHEM GPOHXOPACIIMPSIOLIMX CPECTB
Ha npoTsKeHHH 12 Mec. 51 mauMeHT co CpefHeTsKeJbIM
TeyeHHeM 3a60JIeBaHHsl MPOJIOJIKAIH KOMOHHHPOBaHHOE
JieueHHe aHTHXOJIMHEPrHYECKHMH fpenapatami ¢ Pg-aro-
HHUCTaMH KOPOTKOro AeHcTBHSA, 8 — NpHUHHMAIH KOMOH-
HHpPOBaHHBI} npenapat 6epoayad. [Ipuem 6poHxopaciy-
PAIIOLMX TpenapaToB NpeKpalaics B clyyae cTabHIH3aluH

Tabnuua 3

OuHamuka nokasarens NCB B npouecce roguyHoro
MOHUTOpPUHra naumeHTtos XOb

NCB, % or ponxHoro
XOB
A0 NeveHus yepes 3 Hep 1 vyepe3 1rog
Il cTenexb 51,71%1,62 69,35+1,9* 70,1%£1,9"
TAXECTN
(n=59)
Il ctenenb 29,96%2,3 51,41%2 82" 49,2+2 94*
TAXECTn
(n=14)

CyOBEKTHBHOTO COCTOSIHHS M CTOMKOH crabuiusauuu [1CB
B TeueHHe 3 Mec. CpenHss NPOAOKUTENLHOCTD OPOHXO-
paclIMpsioLlel Tepanuu B 3TOW rpymme cocraBuia 8,7
mec. 12 mauuenToB ¢ TsxKensM TeyenneM XObB noctosiHHO
Ha NPOTSDKEHHH Tofa MPUHHMAJH GPOHXOJHTHKH (aTpo-
BeHT — 8 GosbHBIX, Gepoayalt — 4; NpOJIOHIMPOBaHHBIE
teopuuHEl — 10), a 2 nauueHTa noJydain 6pOHXONH-
THKH TOBTOPHBIMH KypcaMH Ha NpOTSKeHHH ropa. Pe-
3yJbTaThl 12-MECSYHOro0 KJIMHHYECKOro HaOJIofileHHs 3a
6onbHbMH XOB npepcraBieHs B Ta6i1.2.

JlaHHble Ta6s1.2 CBHAETENBCTBYIOT O TOM, YTO Bhipa-
JKEHHOCTb KJIWHHYecKHX cumnrtomoB XOB HaubGosee cy-
IIECTBEHHO CHHXKa/laCh B NepBhle 3 Hel HabJIofeHHd, a
y OTHEJbHBIX MAUHEHTOB CO CPEAHETSKeJbIM TeYeHHeM
XOD kauwesb ¥ OfblLIKA COBCEM HCUeasd. BaXHBIM sB-
Jsercss TOT (hakT, YTO Ha MNPOTSKEHHH Bcex 12 mec
COXPaHSJIOCh YMEHBIIEHHE BLIPaXKEHHOCTH Kalllisi ¥ OfIbILLKH,
XOTSl U MeHee HHTEHCHBHOE, YeM B NepBble 3 HeJl JIeYeHHS.

B Ta6s1.3 npuBefieHbl JaHHbIE O AMHAMMKE MoKasartesel
nukdaoymeTpun B npouecce 12-mMecayHoro HabJoAeHHUS
3a MalMeHTaMH CO CPeJIHEeTSIKEJIBIM U TSAXKEJIbIM TeYeHHeM
XOB. BaxupiM (hakTom sIBJASIETCSI OTCYTCTBHE NpOrpec-
cupyioutero cHuxenust [ICB B TeueHue rona B yCJlOBHAX
JUTHTEJIbHOH GPOHXOpaCUIHpSIOLIeH TepamnHH.

HaunGoabiuuit apext npumeHseMoit 6asucHOH Tepa-
nuu otMevascs y 6osapHbix XOB, KOTOpBIE MOJHOCTBIO
TNPEKPaTHJIH KypeHHe, B TeX Xe CJyyasX, Korjaa HMelso
MEeCTO yMeHblleHHe WHTEHCHBHOCTH KypeHHs, addekT
Tepanuy OBl HEMOJHbIH, a B psijie ClydyaeB OTMevasoch
nporpeccHpoBaHue 3abojieBaHUS.

Takum o6pa3oM, MOJyyeHHSIE pe3yJbTaThl KIHHHKO-
(YHKLUHOHAJBHOrO HCCJIEOBaHUS NIPH FOAWYHOM MOHHTO-
pupoBaruu nauneHToB XOB CBHAETENLCTBYIOT O TOM, UTO
NnpUMeHeHHe cpe/iIcTB 6a3UCHON TepanuH MO3BOJHIIO CTa~
6unmsHpoBaTh TeueHne XOB, 3ameuTh nporpeccHpoBaHHe
3a00JieBaHKsl, JIOOUTbCS YJIydlIEHHsT OOLIEro camouyB-
CTBHSI ¥ COCTOSIHHSI, YMEHBLIEHHS HHTEHCHBHOCTH OCHOBHBIX
KJIWHHYECKHX CHMIITOMOB, Yay4lIKTh nokasateau [1CB.
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INPUMEHEHUE JIEBO®JOKCAIIUHA B ITYJIBMOHOJOI'A

Mockosckas MeauumHcKas akaaemust um. .M. CeueHona,
WueruryT xupypruu uM.A.B. Bumnesckoro PAMH, Mocksa

BaxrepHasibHble pecriipaTopHble HH(EKUHH 3aHUMAIOT
Ba)HOE MECTO CpeJH HH(EKLUHOHHbIX 3a60JeBaHHH Yeso-
BeKa Kak BHEOOJIbHHYHOTO, TaK W FOCIHTANLHOIO MPOHCXOXK-
nennst. Otmeuaercs [1], uto 2/3 nponuceiBaeMbIX aHTH-
MHKPOOGHBIX MpenapaToB MPHXOANTCS HA PecnHpaTopHbIe
MH(pEKUHH, NMPUMEPHO MOPOBHY Ha BHEGOJbHHYHBIE H
rocnurajbHee. PecnupartopHble HHPEKUHH BKIIOYAIOT OCT-
Pblii CHHYCHT, TOH3WJJIO(QAPHHTHT, SMHIVIOTTHT, OCTPHIH
OPOHXHUT, 0OOCTPEHHE XPOHHUYECKOTO OPOHXHTA, THEBMOHHIO
(BHEGoNbHHYHYIO H rocnmaﬂbnyrog). DTHONOTHST 3THX
3abo/ieBaHHI XapaKTepH3yeTCsl ONpeeleHHEIMH BHAaMH
MHKpoopraHuamoB (Ta6ui.1), HeKoTopbie M3 HHX HHOTZA

Tabnuya 1

Haubonee 3naunmelie Bo36yauTenu MHMEKUNA HUKHUX
AbIXaTenbHbIX NyTen

OGocTpeHne XpOHUNECKOro MNMuesmonua Muesmonua
GpoHxuTa gHeGonbHUYHaR rocnuransHas
Haemophilus influenzae Streptococcus  Staphylococcus
pneumoniae aureus
Streptococcus pneumo- Haemophilus Enterobacteria-
niae influenzae ceae
Moraxella catarrhalis, My- Streptococcus
coplasma pneumoniae pneumoniae
Y noxwunsix + Staphyloco- Chlamydia Pseudomonas
cus aureus pneumoniae aeruginosa
Enterobacteriaceae Staphylococcus
aureus
Legionella spp.
Klebsiella
pneumoniae

Ha3bIBAIOT PECMHPATOPHBIMH MaToreHamu (MHEBMOKOKK,
MopakceJuia, reMouabHast majnoyka). Mmelorest pasinuus
B BO30OYMTEJISIX, BBI3BIBAIOLIMX GOJIBHHUHEIE H BHEOOJILHHY-
Heie uHdexuu [2]. Ecai B sTHOMOTMH BHEGOMBLHHYHBIX
TIHEBMOHHMH Hapsily cO CTahHIOKOKKAMH, ITHEBMOKOKKAMH H
reMopHJILHOH Majioukoi urpaioT posab K.pneumoniae u
aTHIHYHbIE MHKPOOPraHU3Mbl (MHKOMJ/Ia3MBl, XJIaMHIHH H
JIETHOHEJUIBI), TO B STHOJNOTHH TOCMHTANBHBIX MHEBMOHHI
npeo6/aflaloT rpaMOTpHLATE/IbHEIE GAKTEPHH KHILIEYHOH
rpynnsi (E.coli, K.pneumoniae, P.mirabilis u np.), cuHe-
THOHHAs! MaJIoYKa, 30JIOTHCTBIN CTA(QHJIOKOKK H JIETHOHEJIA.

IIpy WHPOKOM HCMOJIB30BAHHH AHTHMHUKPOGHEIX Mpe-
NapaToB INIPH JIeUEHHH Pa3JIHYHBIX HH(EKUHMH, B TOM YHCIe
PeCnHpaTOPHBIX, CTANN NOSBIATHLCS LLITAMMbl MUKPOOPraHH3-
MOB CO CHHXXEHHOH UYBCTBHTEJILHOCTBIO K MpernapaTaM i
PE3UCTEHTHHIE K HHM. B CBAI3H ¢ HEYKJIOHHBIM POCTOM
YCTOHYHBOCTH MHKPOGOB K MpemapaTaM HEKOTOpble H3
HHX CTa/li TEePATh KIHHHYECKYIO 3HAUMMOCTb NPH JIeYeHHH
psina uHbekuui. [lInpoko pacnpocTpaHeHa pesHCTEHTHOCTh
CTa(hHUJIOKOKKOB K MeHHUMJVIHHY H METHLMJUTHHY, THEBMOKOK-
KOB K NEHHUMJ/UIHHY, MAaKPOJIHAAM, TeTPALMKJIHHAM H KOTPH-
Mokcasody. Hapsiny ¢ nosiBiieHHeM pe3HCcTeHTHBIX LITaMMOB
CPeaH rpaMIIoJIOKHTebHBIX GaKTepHH OTMEUYEH pPOCT pe-
3HCTEHTHOCTH CPeld rpaMOTPHUATEbHEIX BO3OYyauTeNed
pecnupatopHbix uHdekuuit (H.influenzae, M.catarrhalis).

PesucTeHTHBIE K MEHHLMJIHHY WTaMMBbl S.prieumoniae
B passnuHbX pernonax CHIA BcTpeuasmch ¢ 4acToToM
ot 10 10 24% (3], B cTpanax EBponsi BbIcOKHIT mOKa3aTelb
BLIJIGJIEHHS] WITAaMMOB S.pneumoniae, pe3HCTEHTHHIX K
NMeHHIHIIHHY (MJIH C TPOMEIKYTOYHOM YYBCTBHTENBHOCTHIO),
Habmopancs B [Topryramuu, ®panuuu, Ucnauuu u pe-
unn (31—55%), a HU3KHIl ypOBeHb Pe3HCTEHTHOCTH
ortmeyascsi B ABcTpuH, lepmanuu, [lBefinapuu u Aurauu
(0—14%) [4].
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OTmeuaeTcsi HapacTaHHe PEe3HCTEHTHOCTH H APYTHX
rpamMIoJIOKUTEJbHBIX (S. aureus, S. epidermidis, E.
faecalis) w rpamorpunatenbunix (H. influenzae, M.
catarrhalis, K. pneumoniae) MAKPOOPraHW3MOB K PasHBIM
AHTUMHKPOOHBIM Ipenaparam.

[IpuBejieHHEIE JIaHHBIE CBH/IETEJNLCTBYIOT, YTO aHTH-
MHKpPOGHBIE TIpernaparhl, MOTEeHUHAIbHO INpeiHasHaYeHHbIe
JIS1 JleueHHsl BHeOOJIbBHHYHBIX PeCMpPATOPHBIX HH(MEeKLHH,
He BCerja MoryT ObiTh 3()(peKTHBHO HCMOJb30BaHH B
CBSI3H C POCTOM MHOXKECTBEHHO PE3HCTEHTHBIX LITaMMOB
S.pneumoniae,a Taxxe wrammos H.influenzae n M.ca-
tarrhalis, npopyuupylomux Oetajsakramasdy. PaHee ot-
KpbiTble ()TOPXHHOJOHBI 00JaflaloT AOCTATOYHO HH3KOH
AKTHBHOCTBIO B OTHOLIEHHH IPaMIIOJIOXKHTEJIbHBIX MHKPOGOB.
Pouib MAKPOIHAHBIX aHTHOHOTHKOB (BKJIOYAst a3HTPOMULIAH
M KJApPHTPOMHLIHH) CHHXKAETCS B CBSI3H C POCTOM PE3HCTEH-
THOCTH S.pneumoniae; KpoMe TOro, MakpoJHbl 06/ajaoT
HH3XOI aKTHBHOCTBIO B OTHOLeHuH Haemophilus influenzae
W He IEHCTBYIOT Ha MHKpOOK! cemelicTBa Enterobacteriaceae.
BonblIMHCTBO GeTalakTaMHbIX aHTHOHOTHKOB, BKJIIOYast HOBbIE
1easoCOpPHHE!, HMEIOT CHHXXEHHYI0 aKTHBHOCTb B OT-
HOLIIEHHH ITaAMMOB S.pneumoniae, pe3UCTEHTHBIX K NeHH-
IHJUTHHY. DTH GeTalakTaMbl, 06JIafialolHe BbICOKOH CTabHIIb-
HOCTBIO K OeTajlakTamMasaM, COXPaHSIOT aKTHBHOCTb B
otHotueHuH H.influenzae u M.catarrhalis, Ho mopo6HO BceM
npenapaTtam 3TOrO KJiacca He JIeHCTBYIOT Ha aTHIHYHbIE
MHKPOOPTraHH3MBI.

B cBSI3H ¢ H3JIOXKEHHBIM BO MHOTHX CTPaHaX BeJHChb
MCCJIEIOBAHHSI HOBBIX AHTHMHKPOOHBIX JIEKapCTBEHHBIX
CPEeACTB, NMpelHa3HAYeHHBIX VISl JIeYeHHs] BHEOOJIbHHUHBIX
pecrnupaTopHbIX HH(peKunH. B pesyabrate HcclieloBaHHHA
OBl TIOJIyYEH M H3Y4YeH LeJbIH psifi HOBBIX COeIHHEeHHH,
KOTOpble MPHHAAJIEXKAT K Pa3HBIM XHMHUYECKHUM KJjlaccaM.
BoJbluye ycrnexH AOCTHTHYTH B pesyJjbraTe paboT no
CHHTE3y HOBBIX COEJMHEHHH rpymnibl GTOPXHHOJIOHOB.

AHTHMHKpPOGHBIE MpenapaThl IPyNbl PTOPXHHOJIOHOB B
HacTosllllee BpeMsl 3aHHMAIOT OfHO W3 BeNyIIHX MecT B
XHMHOTEparniu 6aKTepHalIbHBIX HHpeKuui. O6najast LUKPOKHM
AHTHMHUKPOOGHBIM CTIEKTPOM, OJ1aronpusTHHIMU hapMaKoKHHe-
THYECKHMH CBOHMCTBAMH, HH3KOH TOKCHUHOCTBIO, OHH HalLIH
IIMPOKOEe TpHUMEHEHHe INpH JIeYeHHH MHOTHX HH(peKUHH
pasJMYHOrO reHesa M JokaausauuH. MimMess HeoObLIYHBIH
MeXaHH3M aHTHMHKpoOHOro nedcTBusi (MHrHGHpOBaHHE
KJIOueBoro hepMeHTa MHKPOOHOH KileTkH — JIHK-ripassi),
(DTOPXHHOJIOHBl TIPOSIBJSIIOT AKTHBHOCTb B OTHOLIEHHH
MHOTHX OGaKTepHH, y KOTOPbIX Pe3HCTEHTHOCTb K APYTHM
(hapmMaKosIOrHyecKHM npenapatam 00ycJOBJeHa NPYTHMH
MeXaHH3MaMH.

Hapsiny ¢ 9THM OIHMM M3 HEJIOCTATKOB PaHee OTKPHITBIX
(hTOPXHHOJIOHOB SIBJISIETCS] HH3Kasi aKTHBHOCTD B OTHOLLI@HHH
rPaMIoJIOXKHUTEJbHBIX MHKPOOPraHH3MOB, B YaCTHOCTH
S.pneumoniae. YuuthiBasi, UTO IHEBMOKOKK OJIMH H3
OCHOBHBIX BO36yauTesNeii HH(MEKIHA AbIXaTeJbHBIX MyTeH, a
B HacTosilIIee BPeMsl OH MPOSIBJISIET BEICOKYIO PE3HCTEHTHOCTb K
GeranakramMaM W MakposiiaM (OCHOBHBIM TpyTInaM TpernapaTos,
NPUMEHSIEMBIX JUISl JIEYeHHs! PeCIIHpaTOPHBIX HH(EKLHii),
CO3laHHEe HOBBIX TpernapaToB TIpPYMNMbl (TOPXHHOJOHOB C
AKTHBHOCTBIO B OTHOLLIEHHH IPaMITOJIOXKHTENIbHBIX MHKPOGOB
SIBJISIeTCSl BaXKHOM 3ajaueil. B pesynbraTe Hccie0BaHUN
ObLIM M0JTydYeHbl HOBbIE COeIMHEHHS! IPYIIb! TOPHPOBAHHbBIX

XHHOJIOHOB, KOTOpbI€, COXPaHAS BBICOKYIO aKTHBHOCTb paHee
OTKPHITHIX TpEenapaToB B OTHOLIEHHH TIPaMOTPHLATENBHBIX
GaKTepuH, OKa3bIBAIOT aHTHMHKPOOHOE IeHCTBHE Ha rpamrio-
JIOXKHTEJIbHbIE MHKPOOBL. OJIHHM H3 TaKHX NpenaparoB sBJISETCS
JIeBOGJIOKCALIMH, CO3/IaHHbIH (upMoii “Asenmuc Papma’
(®panuust, Tepmanus). B oriMuve oT APYrHX HOBBIX
(hTOPXHHOJIOHOB, KOTOPbIE ObIIH MOJYYEHBI TyTeM XHMHUECKOro
CHHTE3a, JIeBO(JIOKCALMH, SBJISASCH JIeBOBPALAIOIMM ONTH-
YeCKHM H30MepoM O(WIOKCalMHa, OBl BbIIEJIEH U3 PaLeMHUECKOH
(hopMmbl nocJieiHero. BuiesIeHHbIH JIeBOBpALLIAIOIHMH H30Mep
(meBodprokcaln) okasalicsi 6ojiee aKTHBHBIM COEJIMHEHHEM,
UMeloluM GoJiee IUMPOKHH aHTUMHKPOOHBIH CIEKTp, YeM
odyIoKCcaL|H.

JleBo(hytoKcaluH ABAsIeTCS (PTOPXHHOJIOHOM LIHPOKOTO
CIeKTpa HeHCTBHS, OXBATHIBAIOIIUM IPAMIIOJIOKHUTEILHLIE,
rpamoTpHuaTebHble (BKmouas cemelicTBo Enterobacteriaceae
1 HepepMEHTHPYIOLLIHE FPaMOTpHLATeIbHEIE GaKTEPHH), aTH-
MHYHBIE K HEKOTOPBIE aHAa3POGHBIE MUKPOOpraHHambl (Ta6i1.2).

CriekTp aHTUMHKPOOHOTO JeHCTBUS
JesodioKcanuHa

B omimune ot paHHHX (HTOPXHHOJIOHOB JIeBO(JIOKCALHH
o6nanaer Gojiee BHICOKOH AKTHBHOCTBIO B OTHOLIEHHH
rpamMnoJIOHUTENbHBIX KOKKOB, a TaK)Ke XOpouleH aKTHB-
HOCTBIO B OTHOWeHUH Streptococcus pneumoniae. Y3 583
LIT2aMMOB MTHEBMOKOKKOB 98,8 % uHrHOHpoBauCh nenoja-
JIOKCALMHOM B KOHLIEHTPALKK 2 Mr / J1 110 cpaBHeHH IO ¢ 8 Mr/ a1
uunpogaokcaunom. Jas 350 wrammoB S.pneumoniae,
BbieJIEHHBIX B [epMaHuMH, MHHHMaJbHbIE MOAABJSIOLIE
koHueHTpawyu (MIIK) neBoduiokcaimna cocraBasimi 1—2
mr/n, a aasi 100 KIMHUYECKHX LITAMMOB, BbIIEJEHHBIX B
HMcnanuu, npenapar okasbiBaj GakTepHLMAHOE AEHCTBHE B
KoHuenTpawyu 1 mr/ a1 [5]. Vs 654 wrammos S.pneumoniae,
seiiesieHHbX B CIUIA (510 mraMMoB GBIM YyBCTBHTEJILHBI
K NeHHUMJIHHY, 64 — pesucteHTHb, a 80 obnanany npeme-
JKYTOUHOH UYBCTBUTEJbHOCTBIO), 653 (99,8 %) 6ol uys-
CTBHTEJIbHBI K JieBodiokcauuHy [6].

JleBodhJioKcaLMH NMPOSIBJISIET XOPOLLYIO aKTHBHOCTb B OTHO-
LIEHHH JPYTHX CTPENTOKOKKOB (S.pyogenes, S.agalactiae,
S.viridans). Bbicokasi akTHBHOCTb JIeBO(h/IOKCALMHA YCTa-
HoBJieHa anst Staphylococcus aureus.

Hnsa 769 wrammoB S.aureus MITKso u MITKgo seBodh-
nokcauuHa pasHsiikces 0,12 u 0,5 Mr/ a1 no cpaBHeHHIO ¢
0,25 u 1,0 mr /a1 uunpodaokcaunna [7]. Jlesodiokcauun
6bl1 B 2 pa3a aKTHBHee UMNpodJIoKcaliHa.

JleBo(hyioKcailMH NPOSIBJISET aKTHBHOCTb B OTHOLUEHHH
Enterococcus faecalis — MITKgo coctaasier 2 mr/a, a
TaK)XXe BBICOKYIO aKTHBHOCTb B OTHOLUEHHH rpaMOTpHLA-
TeJNBHBIX MHKPOOOB: M cemelcTBa Enterobacteriaceae:
MITKgo st 2980 wrammos cocrasasau 0,12—0,5 mr/ 1,
B TOM uHcJie wrammel E.coli, K.pneumoniae, P.mirabilis,
E.aerogenes, E.cloacae, B otHowenun xotopsix MITKgo
pasHsikeb 0,5 Mr/ a1 v HuXe. Bosiee HU3Kasi aKTHBHOCTD
JieBoJIOKCallMHa BBISIBJIEHA B OTHOLIEHUM S.marcescens
— MIIKgo kone6anucs ot 2 go > 4 mr/a [5].

B oTHOlIEHHH He(hepMEHTHPYIOIHX PaMOTPHLUATENbHBIX
GaxTepuil JieBO(JIOKCAUMH 0bJlajiall MeHee Bblpa)KEeHHOH
aKkTHBHOCTBIO: Anst 246 wrammoB A.calcoaceticus MITK
npenapata KoneGasnuch ot 0,25 no 16 mr/a, a aas 1223
wrammoB P.aeruginosa — ot 0,12 no 128 mr/a (MITKgo

.



AHTUMUKPOOHBIN cnekTp nesodnokcauuHa

Tabnuya 2

HyBCTBUTENbHBLIE MUKPOOPTraHU3MbI

A3pOGHbIE FPaMNONOXUTENbHBIE

AapobHbie rpamMoTpULaTensHLIe

Enterococcus faecalis
Staphylococcus aureus MS
Staphylococcus haemolyticus MS
Staphylococcus saprophyticus MS
Streptococci rpynn C u G
Streptococcus agalactiae
Streptococcus pneumoniae P-S/I/R
Streptococcus pyogenes

Acinetobacter baumannii
Citrobacter freundii
Eikenella corrodens

Enterobacter aerogenes

Enterobacter agglomerans
Enterobacter cloacae
Escherichia coli
Haemophilus influenzae Amp-S/R
Haemophilus parainfluenzae
Klebsiella oxytoca
Klebsiella pneumoniae
Moraxella catarrhalis BN-/BJ+
Morganella morganii
Pasteurella multocida
Proteus mirabilis
Proteus vulgaris
Providencia rettgeri
Providencia stuartii

Pseudomonas aeruginosa
Serratia marcescens

Anaapobui

ATunuiHbie

Bacteroides fragilis
Clostridium perfringens
Peptostreptococcus

Chlamydia pneumoniae
Chlamydia psittaci
Legionella pneumophila
Mycoplasma pneumoniae

MUKPOOPraHUambl C NPOMEXYTONHOM YYBCTBUTENBHOCTLIO

A3p0o6HbIE rPaMNoNOXUTENLHLIE

Anaapolst

Staphylococcus haemolyticus MR

A3p0o6HbIe rpamMoTpULaTeNbHbIe

Burkholderia cepacia

Bacteroides ovatus
Bacteroides thetaiotamicron

Bacteroides vulgatus
Clostridium difficile

MpumedyaHdue: MS — yyBcTBUTENbHbIE K METULMNAMHY; MR — peaucTteHTHble K MeTuumnamHy; P-S/I/R — yyBcTBUTENbHbIE,
NPOMEXYTOYHO HYBCTBUTENbHbLIE U PE3UCTEHTHbIE K NEHUUMANUHY; Amp-S/R — 4yBCTBUTENbHbIE U PE3UCTEHTHLIE K aMNUUUILIUHY;

BN-/BJ1+ — He npoayuupyiowme u npoayuupyiowme 6etanakramasy.

COCTABJISIH COOTBeTCTBeHHO 16 1 >4 mr/ a1 [5]. B oTHOWIEHHH
CHHErHOWHOH MaJIoYKH aKTHBHOCTb JIeBO(JIOKCAllHHA BHILLE,
YyeM paHee OTKPHITHIX (TOPXHHOJIOHOB, 32 HCKJIOUEHHEM
uUnpodIoKcalHHa.

JleBohioKcalH NpPOSIBJIsSIET BHICOKYIO aKTHBHOCTb B
OTHOLIIEHHH YYBCTBHTEJNbHbIX H PE3HCTEHTHBIX K aMITHLHJ-
JUHY wtamMmoB H.influenzae v nmpoayuMpylomux 4 He
NpoAyuMpyolKX GeTanakramasy wramMmmoB M.catarrhalis:
MIIKgo nnst o6oux BumoB cocrasasaa 0,03 mr/ .

JleBoioKcalMH aKTHBEH B OTHOLUEHHH aTHIIHYHBIX
muKpoopraHuamoB: MITKgp neBodiokcaliHa B OTHOLIEHHH
56 wrammoB L.pneumophila pasusinace 0,125 mr/a [8];
3TOT nokasatesb aasi M.pneumoniae w C.pneumoniae
cocrasasa 0,5 mr/ .

JleBohsoKcallMH NpOSIBJISIET XOPOLIYIO aKTHBHOCTb B
OTHOLUEHHH MHOTHX I'PaMIOJIOXKHTENbHBIX H I'PaMOTpHLA-
TeJIbHBIX aHa9po0oB, BKovas B.fragilis, C.perfringens,
Peptostreptococcus spp., Peptococcus spp.: 81 % us 175
IITAMMOB aHa3pOGOB GBIIH YYBCTBHTEJBHE! K JIEBO(JIOK-
calKHy Mo cpaBHeHHIO ¢ 51 % LITaMMOB, UyBCTBHTEJILHBIX K
UMMpodJIOKCalHHY; JIEBO(IIOKCALHH MPEBOCXONI AKTHBHOCTb
LMNpodUIoKCalHa, odJIoKcalHa, aMTHUMIUIHH / CyIb0aKTa-
Ma, Le()OKCHTHHA W METPOHHMJa30sa B OTHOLIEHHH 277
KIMHMYECKHX LITAaMMOB, BKJaiodasi 175 anaspo6os [9].
JleBodhiokcauuH nofaBsiyi GONBIIMHCTBO aHAa3pOGOB B
KoHUeHTpauusx 4 mr/a u muxe [10].



AKTUBHOCTb in vitro nesognokcauuHa B OTHOWEHMU BO3OyauTeneil pecnupaTtopHbiX UHDeKumin

Tabnuua 3

Mukpoopraumam Yucno wrammos MK, mr/n MNK g, Mr/n
S.pneumoniae 833 0,25—2 0,5—-2
H.influenzae 1160 0,015—0,78 0,08
M.catarrhalis 638 0,015—0,39 0,03—0,1
C.pneumoniae 11 0,125—0,5 0,5
L.pneumophila 56 0,003—1 0,125
M.pneumoniae 107 0,25—0,5 0,5

AKTUBHOCTb JIeBO(IOKCAIMHA B OTHOIEHHH
MHMKPOOPraHM3MOB, BBI3bIBAIOIIMX HH(EKIMH
JIbIXaTeJIbHBIX My Tei

Kak ykasblBaoch BHILLE, STHOJIOTHS HH(EKIMH AbIXaTe b
HBIX Ty TeH oTyIHYaeTcs nojaumMopduamom. B GonbLuinHCTBE
cayyaeB Bo3OyauTesIeM BHEGOJNbHHYHBIX THEBMOHHH SIBJISI-
ercst S.pneumoniae, HO BO MHOTHX CJlydasiX BHEOONbHUYHEIE
NHEBMOHHH BhI3bIBaloTes H.influenzae v IpyriMu rpamort-
pHUaTebHBIMA GaKTepusiMu THna K.pneumoniae v M.catarrha-
lis. Cpenu Gaxtepuit cemeiicTBa Enterobacteriaceae Hapsiny
¢ K.pneumoniae Bo36ynuTeNsiMi BHEGONBHAYHBIX THEBMOHH
MoryT 6biTh E.coli, P.mirabilis, B TO BpeMs KaK Apyrue
npencrTaBuTend atoro cemeictsa (Enterobacter spp.,
S.marcescens, Citrobacter spp.) 06HIYHO BBI3HIBAIOT IOC-
IHTa/NbHBIE HH(EKLHH JblXaTeJbHBIX yTeH. B pane ciyyaes
BO30yJMTEJEeM PECIMPATOPHBIX HH(EeKLUUH, 0COOEHHO y Mo-
XKUJBIX, siBasieTcs: S.aureus. BaxkHasi poJib B 9THOJIOTHH
pecnHpaTOPHLIX HH(EKUHH MPHHAMIEXKHUT aTHITHUHBIM MHK-
pobam (Mycoplasma, Legionella, Chlamydia).

B cBsi3K ¢ 9TUM NPH SMITUPHYECKOM JIEYEHHH PecriupaTop-
HbIX HH(EKUMI OueBH/IHA HEOOXOMMMOCTb Ha3HAUeHHs Mpena-

parta, aHTHMHKPOOHBIH CIEKTP KOTOPOro OXBaThiBaj OBl BCe
(M1 GOJILLIMHCTBO) YTIOMSIHYTBIX MMKPOOPTraHH3MOB, OCOOEH-
HO, Korfia BO30yauTe/b HH(EKUMH TOKa He BHIEJEH H He
uieHTHOHIMpoBaH. K Takum npenapataM OTHOCHTCS Tpymimna
HOBBIX ()TOPXHHOJIOHOB, OJIHUM M3 IIPe/ICTABHTENEH KOTOPOi
siBJIsieTcst eBoguiokcauuH. CriekTp JieBodJIoKcalliHa OXBaThl-
BaeT OCHOBHBIX THNHYHBIX (S.pneumoniae, H.influenzae,
M.catarrhalis) w atunuunsix (C.pneumoniae, L.pneu-
mophila, M.pneumoniae) Bo36GynuTesell pecrHpaTop-
HBIX HHpeKuu# (Ta6u.3).

[Ipyu cpaBHEHHH aKTHBHOCTH Pa3/IMUHBIX AHTHMHKPOOHBIX
TpenapaToB — (TOPXHHOJIOHOB (LMMPOGVIOKCALIH, TPOBAGVIOK-
CALHH, JIEBO(IOKCALIMH), IEHHLM/UIMHOB (aMOKCHIMILTHE / KJ1a-
ByJiIaHat), uedasnocnopuHos (LedypokcuM, HedTPHaKCOoH),
MaKpoJIHAOB (a3MTPOMHILIMH, KJIAPUTPOMULIHH), KapbareHeMoB
(MMunIeHEM) — B OTHOLUIEHUH BO3OYMUTEIEH PecIHPaTOPHBIX
HH(eKUMA ObIO YCTAHOBJIEHO, YTO TOJILKO HOBBIE (hTOPXH-
HOJIOHB! (JIEBOGWIOKCALMH H TpPOBahIOKCAlWH) 001a/al0T
AHTHMHKDOOHBEIM CIIEKTPOM,OXBATHIBAIOLMM BCEX BO36YH-
Tesled HH(EKUHMH AbIXaTebHbIX nyTel (Ta6i.4).

Tabnuuya 4

AKTUBHOCTS in vitro nesognokcaumuHa U Apyrux aHTUMUKPOOHLIX NpenapaToB B OTHOLUEHUU PecnupaTopHbIX NaToreHos

nouy | AM/K | L®0 l utp I uoy | KM, | AMU I uMn I Tou
Mukpoopranuam NOPOroBLIit YPOBEHb HYBCTBUTENLHOCTM Ha OcHose aanHsix NCCLS, mr/n

e | w2 | =« | = | = 2 | & | = | &
S.pneumoniae 1 0,06 0,5 0,5 2 0,25 0,12 0,12 0,25
S.aureus 0,25 8 4 8 0,5 >8 1 1 0,12
C.pneumoniae 0,5 - - - 2,13 0,015 0,25 - 0,06
M.pneumoniae 0,5 - - - 0,5 0,1 <0,1 - 0,06
L.pneumophila 0,015 0,06 - - 0,15 0,25 0,25 - 0,06
H.influenzae 0,03 1 2 - 0,02 1—8 1 2 0,015
M.catarrhalis 0,06 0,05 0,5 - 0,05 0,5 0,5 - 0,06
K.pneumoniae 0,5 >16 - 1 0,25 64 64 1 0,12
P.aeruginosa 2 - - >32 0,5 - - 4 1
S.marcescens 2 - - 1 1 32 64 4 -

MpumedyaHue: JIOU — nesodpnokcaumH; AM/K — amokeuumnnud/knasynanart; LLOO — uedypokcum; LITP — uedTpuakcon;
UdL, — umnpodnokcauumd; KMU — knaputpomuumnk; AMLL — asutpomuumd; MMM — umunerem; TOL| — TposadnokcaumH.

=



MapmMaKOKHHETHKA JIeBO(IOKCAIIMHA

JleBohiioKcalH, SIBJISSACH ONTHYECKHM JIEBOBPALLAIOLIHM
H30MepPOM O(JIOKCALHHA, HMeeT OJIM3KHE C IOCJeHHM
(hapMakoKHHETHUECKHEe CBOMCTBA.

JleBodhsioKcaluH nocJie npHeMa BHYTPb GBICTPO H TOJIHO
BCAChIBA€TCS B KPOBb, JIOCTHIAasi MAKCHMAJIbHBIX 3HAYEHHH
yepes 1—2 u: nocsie npuema 250 Mr Cyaxe (MakcHManbHast
KOHLEHTpaLHsl penapara B KPOBH) PaBHSJIACh B CPEIHEM
2,8 mr/ 1, nocne npuema 500 mr — 5,2 mr/ 51, AGcomoTHas
GHOJIOCTYIHOCThL JIeBO(JIOKCALIWHA NPH NpHEMe BHYTPb
nocturaet 100% [5], uto nenaet nepopaiibHyio JleKapeTBEHHYIO
(hopMy KJIMHHYECKH PaBHO3HAYHOWH BHYTPHBEHHOH (hopMme.

ITocsie ogHOKpPATHOTrO MpHEMa JIEBO(UIOKCALHH JAITHUTEJIBHO
LHPKYJHpPYeT B OpraHHu3aMe, onpesiesisich B KpoBH GoJiee
yeM yepe3 24 u; MpH 3TOM KOHUEHTPALMH Ipenapara B
KPOBH Ha mnpoTspkeHuH 24 u npesnimailor MIIKgy ags
MHOTHX MHMKPOGOB, BKJIIOYasi OCHOBHbBIE MHKPOOPraHH3MB,
BhI3bIBAIOIME HH(EKUHUH AbIXaTeJbHBIX nyTel (S.pneu-
moniae, M.pneumoniae, C.pneumoniae, M.catarrhalis,
H.influenzae, L.pneumophila v np.). JnurensHoe npedsl-
BaHHe JieBodpiokcaurHa B KpoBH (T /2 cocraBisier 6—8 u)
N03BOJIIET NPHMEHATh ero 1 pa3 B CYTKH B OTJIHYHE OT
odioKkcalHHa, KOTOPEIH HasHauaeTcs 2 pas3a B CYTKH.

Jlesodiiokcaus B HeGousbiioi crenedd (30—40%)
cBsi3bIBaeTcs 6e/IKaMH CBIBOPOTKH KPOBH, IVIaBHBIM 06pa3oM
albOYMHHOM, H HMeeT OoJIbLIOH 00BEM pachpejelieHHs
(90—110 a1), uTo CBHAETEJLCTBYET O €ro XOpoLIeM Mpo-
HHKHOBEHHM B TKaHH, T CO3MAIOTCS KOHLUEHTpalHH, Ha-
mHoro npesbitatore MITK st GobIIMHCTBA MaTOrEHHBIX
MHKPOpPraHH3MOB.

[Tpenapat XopoLIo POHHKAET B BOCMIANMTENbLIH 3KCCYaT
KOXKHOTO BOJIILIPSA Y HeJIOBeKa: MocJie OHOKPATHOro npHemMa
500 Mr cpeaHue KoHUEHTpauuu B akceyaate (4,3 mr/a)
JOCTHraJIuCh yepe3 3,7 4, a MoKasaTelb MPOHHKHOBEHHS B
BOCMAJIMUTEJIBHYIO XXHAKOCTb Kosiebascsi ot 83 1o 112% [11].

OtmeuaeTcst Xopollee POHHKHOBEHHE JIeBO(JIOKCalHHa
B TKaHW JBIXaTeJbHbIX nyTeil: mocie npuema 500 mr
cpeaHsis MaKCHMaJIbHasi KOHIEHTPALIKS B JIEFOYHOH TKaHH
cocrasisiia 11,3 mr/Kr; KOHUeHTpaUMH npenaparta B
Jerkux 6eumd B 2,5—05 pas Bblie, yeMm B naasme [12], u B
TeueHue 24 u 3HaunTesabHO npesbitanuy MIIK mns pec-
NUpaTopHEIX natoreHos (S.pneumoniae, M.pneumoniae,
C.pneumoniae, M.catarrhalis, H.influenzae). Bricokue
KOHUEHTPALHH JieBodIoKcalliHa OOHapY?KHBAHCh B CJIM3HCTOH
6poHxoB (nmokasaTesb NMPOHMKHOBEHHsi cocTaBasa 90—
180%) W xuakocTb 3NUTeNManbHOH BhICTHIKH (80—
300%) [51.

JleBodhiokcalMH XopoLo NPOHUKAET ¥ HaKalJHBaeTCsl B
OOJbLUIMX KOJNHYEeCTBAaX B KJeTKaX MaKpOOpraHM3Ma: B
HelTpodHIax, JuMbounTax, Makpodarax [13,14]. OtHowenne
BHYTPHKJIETOUHBIX KOHLIEHTPALKMH JieBo/IoOKCcalliHa B Hel-
TPoHIIaX K BHEKJIETOUYHBIM KOHLIEHTPALMSM COCTaBIIsLIo 8,8,
a B nosumopoHykaeouurax — 9,8.

B anbBeossipHbIX Makpoarax KOHUEHTpalUKH npenapara
NpeBHILIAIOT CHIBOPOTOYHbLIE B 6 pas [5].

BricokHe KOHUEHTpaUHH JeBoduIOKcalliHa B KJeTKax
MaKpoopraHusma HMeioT G0JIbLLIOe 3HAUEHHe IS IeUEHH ST
HH(peKUHH ¢ BHYTPHKJIETOUHOH JIOKaJIH3allder Bo30yauTeseH.

Kak u odaoxcauut, neBodiiokcalnt sBasercs MeTaGosu-
YecKkH CTaGHJIbHBIM NperapaToM; B npolecce 6HoTpaHchopMaLiH

JeBoduIoKcalHa 06pasyloTcst TOJNBKO 2 MeTabojiHTa —
JleamMeTHIIeBodIIoKcalliH U JieBodiokcauH N-oKCHL.

JleBodhsioKcalMH BLIBOAUTCS H3 OPraHW3Ma MperMylie-
ctBeHHO moukamu (mpumepo 70% 3a 24 u) myrem
KJ1yOOUYKOBOH (DHJIbTPALMH H KaHAJILLIEBOM CEKPELHH; B MOUe
CO3/IAl0TCS1 BEICOKHE KOHLEHTPALMH Npenapara, 3HauHTeIbHO
npessiatone MIIKgo nss nmaToreHHBIX MHKPOOpPraHH3-
MOB, BbI3BIBAIOLMX HH(EKLHH MOYEBBIBOASIIMX My TeH.

Kinuunueckoe npumenenue jieBohokcanuna

B npuBesieHHBIX JaHHBIX TOKA3aHO, YTO 10 aHTHMUKPOGHOH
aKTHBHOCTH M (hapMaKOKHHETHYECKHM CBOMCTBAM JIEBO(JIOK-
CalMH BO MHOTOM OTBeuaeT TpeOGOBAHHSAM, NPEAbSIBIISIEMbIM
K IIpernaparam, npeaHasHaueHHbIM J151 Ie4eHHsT OPOHXOJIErOYHBIX
HH(DeKUHH B aMOyJIaTOPHON NMpaKTHKe.

Bre00JIbHHYHA ST THEBMOHUST

[THeBMOHHSI — OCHOBHasi MH(EKUHs, SBJSIOLIAsCS
MPHYHHON CMEPTHOCTH B HHAYCTPHAJBHBIX cTpaHax [15],
TIIPH 3TOM MOKa3aTeJsb CMEPTHOCTH LUHPOKO BapbHPYET OT
1—5% nas aMOyJlaTOPHBIX OOJIBHBIX C BHEOOJbHUYHOM
nHeBMOHHel 1o Gonee 25% AJsi TOCIHUTANM3HPOBAHHBIX
GoubHbIX [16,17]. S.pneumoniae B xauecTBe BO36YAUTES
nHeBMoHHH BeTpevaercst B 20—60% [15). H.influenzae
Betpevaercs pexe (3—10% ), Ho yacToTa ero BhiieIeHUS
YBEJIHYHBACTCH Y MOXKHJLIX M KYPSLUMX Jiojel; S.aureus
u K.pneumoniae (3—5%) u npyrue rpaMoTpHIaTeNbHbIE
6akrepuu (3—10%) BBIENSIOTCS OOBIYHO Y TOXKHIIBIX,
0cJ1abJIeHHBIX GOJIBHBIX H JIHLL ¢ HapYLIEeHHBIM HMMYHHTETOM
[15,16]. Arunuunsie mukpoopranusmel (C.pneumoniae,
M pneumoniae, L.pneumophila) BcTpeyaiotcsi y GOJBHEIX ¢
BHEGOJIbHUYHOH NHeBMOHHe! ¢ yactoToit 10—20% [15—18].

ITpu 7—14-1HeBHOM JleyeHHH JieBodIoKcaHoM (BHYTpH-
BEHHO HJIH BHYTpb 110 500 mr 1 pas B cyTku) 234 GOJBHBIX ©
BHeOOJIbHHYHOH ITHEBMOHHEH KJIHHHYECKHH 3 (eKT Gbla
nocturuyT B 95%, a 6akreprosornueckuii — B 94—97%
[19]. TTpu Takom e pexxume JeueHHs: 65 GONBHBIX C
BHeOOJIbHHUHOH IHeBMOHHEH, BbI3BaHHON S.pneumoniae,
KJIMHHYECKHH W GaKTepHOoJIOTHYeCKHH 3eKT CoCTaBHII
cootBetctBeHHO 100 H 97—100% [20], a npu nevennn 27
GOJIBHBIX C MH(MEKUHEeH, BbI3BAHHOH NMHEBMOKOKKaMH,—
PE3UCTEHTHBLIMH K MakpoJauaam, — 96,3 u 96,8% [21].

B cpaBHHTeNbHBIX HCC/IEIOBAaHHAX GBIIIO TOKA3aHO, UTO
JIeBO(JIOKCALIMH 10 aKTHBHOCTH CONOCTaBHM C Npenaparamu,
NPUMEHSIeMBIMH 1151 JIEYeHHST 3THX WHpekuui. Tak, npu
JleyeHHH JeBoduiokcatrHoM (mo 500 Mr BHYTPHBEHHO HJIH
BHYTPb | pa3 B cyTKH B TeueHHe 7—I14 nHeit) 226
GOJIbHBIX C BHEOOJBbHHYHOM MHEBMOHMEH KIMHHYECKHH
atpexr cocraun 96%, Gakrepuonornyeckuit — 98%, a
npu JeyeHuH 230 GosbHBIX MNpenapaTtaMM CpaBHEHMS
(uedprprakcoHoM 1/ Ui 1edyPOKCHMOM aKCETHJIOM) —
90 u 89% [22]. Tlpu neyenuu nesodoxcauuHom 162
GOJILHEIX ¢ BHeGoJMbHHYHOH mnHeBMoHHel (mo 500 mr
BHYTPb HJIH B TOH 2Ke Jl03e CHayaJsla BHyTPHBEHHO, a 3aTeM
BHYTpb 1Mo 500 Mr 1 pa3 B cyTkH) H 73 GOABbHBIX
a3UTPOMHLIMHOM B COUETAHHH C Le(h TPHAKCOHOM KIHHHYecKast
s¢dexTHBHOCT cocTaBuia 82,7 u 65,8%, a Gakrepuosno-
ruvyeckast — 94,3 u 93,5% [23]. Jlesodokcauun no
KJIHHHYECKOH W OGaKTepHOJIorHuecKo 3¢h(heKTHBHOCTH
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6blJ COMOCTABHM € aMOKCHLMJIHH / KnaByjaHatoM [24]
1 ratHgaoKcauuHoM [25].

Xopolune pe3ysbTaThl MOJNYYeHB y GOJILHBIX C BHe-
60JILHUYHON MHEBMOHHEH, BEI3BAHHON aTHITHYHBIMH MHKDO-
opranusmamu. IIpu 7—14-nHeBHOM JIeYEHHH JIEBO(JIOK-
carom (mo 500 mr 1 pas B cytku) 128 GoJbHBIX ¢
BHeOOJILHHUHOM THEBMOHKEH, BbidBaHHOH C.pneumoniae Wi
M.pneumoniae, KNMHUYECKHH 3((HEKT MoJyyeH COOTBeT-
ctBerHO B 96,4 1 98,9% ciyuaes [26). [To apyrim nanmsm [27],
GaKTeprovIorHyecKuit ahheKT JeroduiokcatkHa y 20 GoMbHBIX ¢
NHeBMOHHMeN, BhiaBanHHO#H C.pneumoniae, pasusacs 80%.

Y 26 GoJIbHEIX C JIETHOHEJIE3HOH MHEBMOHHEH addek-
THBHOCTB JieBodJIoKcaluHa coctaBuaa 92,3% [28].

B cpaBHHTEJNLHOM HCCJIENOBAaHHH MOCJ/Ie0BATENbHOE
npHUMeHeHHe JieBoduiokcalHa (BHyTPHBEHHO—BHYTpB) Y 6
GOJILHBIX C TSKEJIOH BHEGONLHHYHON THEBMOHHEH, BbI3BaHHOH
C.pneumoniae, BH3BIBAJIO 3palKALUIO MUKPOGOB B 83 %, a
1pH NPUMEHEHHH Y 9 G0/bHbIX LedTPHaKCOHA BHYTPHBEHHO
C SPUTPOMHLIMHOM C TIOCJIEIYIOIIHM MIPHEMOM BHYTPb KJIapHT-
POMHIMHA C aMOKCHLIHJLIMH / KitaByJiaHaToM — B 67 % [29].

[Ipu nevenun 132 GosbHBIX € TSKEJIOH BHEOOJIbHHYHOM
NMHEBMOHMEH ¢ BHICOKMM prcKoM cmepTHocTH (APACHE
paBHsJIOCh B cpefiHeM 16) cpaBHHBANH 3(heKTHBHOCTb
NneBodIOKCAllHHA TIPH MOCJIe0BAaTeNbHOM MPHMEHEHHH
(BHYTPHBEHHO—BHYTPb B TeueHHe 7— 14 Heit) ¢ KoMOHHaLHeH
1iehTPHAKCOHA C SPHTPOMHLIMHOM NPH HaYa/IbHOM BHYTPHBEHHOM
NPUMEHEHHH C TOCJIEAYIOIHUM ITePeX0oA0M Ha MIPHEM BHYTPb
KJIApUTPOMHIIMHA B KOMGMHALMH C aMOKCHLIMJLIMH / KilaByJia-
HatoM. Kmnuunueckuit a(pdexT (BbI3IOpOBIIEHHE U yilyULieH#e)
MOHOTepanuu JieBodokcauuHoM coctaBui 89,5%, Kom-
6uHHpoBaHHON Tepanun — 83,1%, GaKTepHOJIOrHYeCKHit
spdpexr — 84,9 u 75% [(30].

B o6o6maloueit pa6ote [31] nokasawo, uto apdexTus-
HOCTb JIeBO(JIOKCALIHHA NTPH BHEOOJbHHYHON MTHEBMOHHH,
Bbi3BaHHOM L.pneumophila, M.pneumoniae nnun C.pne-
umoniae, cocrabisier cootBercTBeHHO 92, 100 1 96%, a B
LiesioM TpH JieueHnH 191 GosbHOro ¢ HHpeKreH, BEI3BaHHO
S5THMH MHKpOOpraHu3amH, 3¢pdext Habmomancs y 184
(96%); npu npuMeHeHUH TpenapaToB cpaBHeHHst (LedTpHak-
COH BHYTPHBEHHO, LIe(hyPOKCHM aKCETHJ BHYTPb H aMOKCHIIHI-
i / KnaBynaHat) 3hheKTHBHOCTD TIPH HEBMOHHH, BBI3BaHHOM
aTHITMYHBIMH MHKpPOOpraHH3MamH, Habmoganack B 83, 100
u 93% (8 uesom y 93 us 99 GoabHbx — 94%).

Auanusupysi JaHHBIE JIHTEpPaTyphl, OBLIO OTMEYEHO
[32], uTo npu sMnEpHYECKOM JieYeHHH GOJIBHBIX ¢ BHEGOb-
HHYHOH TIHEBMOHHEH 3((eKTHBHOCTL JIEBO(JIOKCAHHA BO
MHOTHX caIyyasix Beille (kmuHuyeckasi 96 %, GakrepHosiory-
yeckast 99%), uem rpenapaToB, MPHUMEHSIEMbIX IPH STOM
3a60/1eBaHHH: KJIAPHTPOMHLIMH — 65%, POKCHTPOMHLIHH —
98% , neHHIHAIHH — 77 %, aMOKCHLMJLIHH / KJIaByJIaHAT
— 91%, aMOKCHIMJIHH -— 84%, nunepaluuIue —
96%, ueprpuakcon — 90%, uedrasuaum — 100%.

ObocTpenne XpoOHHYecKoro 6poHxuTa

ITo cratHcTHKe BO3, o6ocTpeHHe XpOHHYECKOro GpOHXHTa
CTOHT Ha 3-M MecTe B KauecTBe NMPHYHHBI CMEPTHOCTH
MY>XYHH TocJie HHdapKTa MHOKap/ia ¥ paka Jjierkoro [33].

MHuKpoOpraHH3MBl, BLI3BIBAIOLIHE 060CTPEHHE XPOHHYEeC-
KOro 6pOHXHTA, B GOJBLUIHHCTBE CJIy4aeB Te JKe, KOTopble
BCTPEYAIOTCst PH BHEGOJIbHHYHOH THEBMOHUH, — H.influen-

zae, S.pneumoniae, M.catarrhalis; oHY BBI3bIBAIOT 70%
cJ1yyaeB 060CTPEeHHsT XPOHHUECKOro 6poHxuTa u 85—95%
BCEX CJlyyaeB GaKTepHaAJIbHOrO 0GOCTPEHHS XPOHHYECKOro
6pouxuta [33]. Ipyrre Gakrepuu, SB/SIOUMECS TPHUHHOM
060CTpPEHHST XPOHHUECKOro GPOHXHTA, BKJoYaloT S.aureus,
P.aeruginosa u npyrue onnopTyHHCTHYECKHE IPaMOTPH-
natejbHBle MHKpoObl M Mycoplasma spp. Xots poJb
HH(pEKIHH B 000CTPEeHUH XPOHUYECKOro OPOHXUTA B IOC-
JIEJHHE TO/IbI AUCKYTHPYETCSsl, aHTUOMOTHKH, HECOMHEHHO,
CNOCOOGCTBYIOT YMEHBLIEHHIO CHMIITOMOB 60JIE3HH H YKO-
PauyMBAIOT TPOJAOKUTENBHOCTL 3a6oneBanus [34].
Pe3yJbTaThl MHOTOLEHTPOBOTO HCCJIEI0BAHHS MTOKA3alH,
YTO MpPH JiedeHHH 532 GOJIbHBIX ¢ 060CTPEHHEM XPOHHUECKOro
GpOHXHTA TIpH S-IHEBHOM HasHaueHHH JeBO(JIOKCALHHA
1o 500 Mr 1 pas B CyTKH KITHHHYECKHI U 6aKTEPUOJIOTHYECKHE
aboext 6bu1 mocTHrHyT B 83 u 82%; 3dheKTHBHOCTL
cymecTBeHHo He MeHsiiach (85 u 83%) mpu seuenun
6onbHBIX B Teuenue 7 muedt (Burley, Masterton [35]).
[To pesysbTaTaM CpaBHHTENBHOrO HcciefoBanus (832
GIBHBIX ¢ 060CTPEHHEM XPOHHUECKOro GPOHXHTA) JIEBOIIOK-
cauud (7—10-nHeBHoe HasHayenue no 250 uau 500 mr 1 pa3s
B cyTKH) npepbiman (kaunuueckuit spdexr 79 u 79%,
Gakteprosiornueckuii. — 69 u 77%) 3(pheKTHBHOCTL

_ neypokcuma akcetuia (66 u 60%) (Shah u coasm. [36]).

B anasiornyHoMm HcestefioBanuH y 124 G6osbHBIX ¢ 060CTpeHHEM

XPOHHYeCcKoro 6poHxHTa GaKTepHosorHyeckas 3¢ dheKTHBHOCTb

nesodiokcamrna (250 u 500 Mr) mpeBbimana TaKoBYIO

uedypokcuma akceruaa (47,6%) (Davies, Maesen [37]).
KnuHuueckue HcclieloBaHHS MOKa3a/d XOPOLIYIO MepeHo-

cUMOCThb JeBodJioKcalMHa. [lo6ouHble peakLuy NpH MpH-

MeHeHHH JieBoiiokcalHa y 5388 GoJbHBIX BCTpedaluch B

12% ciyuaes, npu NpUMEHEHHH MPENapaToB CPaBHEHHS Y

3528 GoabHBIX B 13%. XapakTep ¥ yacToTa MOGOYHBIX

3¢ eKTOB MPH MCNONB30BaHHH JIeBO(JIOKCALlMHA U CPABHHU-

BaeMbIX IpenapatoB ObuIM comocTaBHMbl. [IpH JeueHuu

JieBoJIOKCallUHOM HauboJiee 4acTo OTMEevaJ/uch Hexella-

TeJIbHblE peaKUHWH CO CTOPOHBI JKEJyAOYHO-KHMIIEYHOro

tpakra — TtowHora (1,6%), nuapes (1,7%) [5].

B nipouecce seueHHs 1eBO(IOKCALMHOM He BBHISIBIEHO
no604HBIX 3(deKToB, HabJaoJaeMbX MpH NPUMEHEHHH
HEKOTOPBIX (PTOPXHHONCHOB ((POTOTOKCHUHOCTH, CepledHO-
COCYAMCTHIX peaklUui, TEHAHHHUTOB, AHCHYHKLHHU MOYEK
HJIH TIEYEHH).

Takum 06pa3oM, pHUBEIEHHEIE JAHHbIE CBHAETEJILCTBYIOT,
YTO JIeBO(JIOKCALMH MO CBOMM CBOHCTBAM SIBJISIETCS OIl-
THMaJIbHBIM TIpernapaToM IpH JieYeHHUH BHEOOJbHHUHBIX
HHOpEKUMH HHXKHHX JAbIXaTeJEHBIX MyTel:

— AHTHUMHKPOOHBIH CMEKTp JeBo(JIOKCALlMHA OXBAThIBAET
GOJIBLIMHCTBO BO3OyAHTENEeH HHEKIHH AbIXaTeJabHbIX
nyTeH, BKJIOYas LUTAMMBbl, PE3HCTEHTHBIE K JPYTHM
npenaparam,

— JIeBO(JIOKCALHH OBICTPO U MOJHO BCackiBaeTcs rocJie
NpHeMa BHYTpPb, IIPH 3TOM €ro KOHUEHTPALKH B KPOBH
COOTBETCTBYIOT T€M, KOTOpble CO3JAIOTCS MPH BHYT-
PHBEHHOM NpPUMEHEHHH npendpara,

— J1eBOVIOKCALMH JVIHTEJIbHO LMPKYJIHPYeT B OpraHu3Me B
KOHIIEHTpALMSIX, Ha MPOTSLKeHHH 24 4 npesbitiatormx MITK
Ju1st ONBLIMHCTBA BO3OYAMTEeH PeCTHPATOPHBIX HH(pEK-
IIMH; JUIHTEJNLHOCTL NMpebbIBaHUA Npenapata B opra-
HH3Me JieJlaeT BO3MOXKHBIM ero npuem | pas B CyTkH,
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— J1eBOGVIOKCALIUH COAEPIKHTCS B BHICOKHX KOHLIEHTPALMSIX B

TKaHSIX JIbIXATEJIbHBIX MyTeH, MpPEeBbILIAIOIHX HeoOXou-
MBIl YPOBEHb JUISl TOAABJIEHHSI pOCTa OCHOBHBIX MaTo-
TeHOB,

— BBICOKHE KOHLEHTpPalHH neBocb.noxcauHHa COo3aaloTCs

B KJETKaX MaKpOOpraHuaMa, BKJIOuasl KJIETKH JAblXa-
TEJIBHBIX NMyTeH, 4TO ABJSIETCS OCHOBOH JJIs JIeUeHHs
HH(EKLHH, BEI3BBAHHBIX MUKPOOAMH, MapasuTHPYIOIHMH
BHYTPHKJIETOUHO,

KIMHHYECKHE HCCJIeJOBaHHUS TOKasalld, YTo JeBod-
JIOKCAUMH siBAsieTcs: 3(peKTHBHBIM IpernapaToM s
JieyeHHst GPOHXOJIErOUHBIX HHEeKIHH,
3heKTHBHOCTD JieBo(JIOKcaliHa cornocTaBuMa (a B
psile c/lyyaeB MPEeBOCXOMMT) C MpenapaTamMH, KOTo-
pble OOBIYHO NMPHMEHSAIOTCS s JieueHHs HH(eKUuH
JIBIXaTEeJbHBIX MYTeH,

JIEBO(HIOKCAIIMH XOpOLIO MEepeHOCHTCS TNPH BHYTPHUBEH-
HOM H NepopajibHOM NMPHMEHEHHH.
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JI.A.Kponuna, B.A.Camoiinenko

OIITUMAJIBHAS TAKTUKA BEIEHUSA U TPUHITUIIBI JEYEHU A
B3POCJIBIX BOJIBHBIX MYKOBUCIIMIO30M B CTAITMOHAPHBIX
YCIOBUAX

HHWU nynsmononornu M3 PD, Mocksa

Myxkosucuunos (MB) — cucreMHast Hac/leICTBEHHAS
9K30KPHHOTATHSI, BBHI3bIBaeMasi Myrauued rena MBTP
(trpaHcmem6panHoro peryasitopa MB), Hacienyemas mo
ayTOCOMHO-PELIECCHBHOMY THITy C HEYKJIOHHO MPOrpeccH-
pyiomum Teuenuem [1]. B mociennue romsl Gaaropaps
YJYULIEHHIO JWAarHOCTHKH M JieYeHHsl TaKuX OOJIBHBIX
CpefiHsisl TIPOJIOJIKUTEJIbHOCTh HX YKH3HH yBeJMYHJIach H
cocraBasier 31—35 et B crpanax 3ananHon EBporbl 1
Cesepuoit Amepuxu [13]; B Poccun cpeusist mpofo/KH-
TeJbHOCTh YKH3HH GoabHEIX MB 16 ner [3].

Cpenu Jmu Gediodt pacsl B EBpone u CeBepHo#i AMepHKH
MB BrisiBasieTcsi ¢ yactotod 1 cayyait Ha 2000 HOBOPOXK-
nennbix [13]. B Menuko-reHeTHYeCKOM Hay4YHOM LIEHTpe
PAMH Gplii noJiydeHbl JJaHHbIE, CBHAETENbCTBYIOLIHE O
3HAUHTEJbHO GoJiee HU3KOH MO CPaBHEHHIO C 3aMajHbIMU
ctpanamu yactotoit MB B Poccun — 1 caydait Ha 5000
HosopoxfieHHbiX [1]. Exeromso B Poccun poxpaercs
npumepHo 750 GoabHbix MB [2]. ITo ony6ankoBaHHBIM
nauHbiM, 1997 r. B Poccum 3apeructpupoBano 2000
GonbHbiX MB, 13 Hux 1600 nauuentos — 310 netH [3].

Y B3apocabix GosbHBIX MB B KIMHHYECKOH KapTHHE
NpeBaJHpyeT MaTONOTHS OPraHOB ABIXaHHSl — XPOHHYEC-
KHH THOWHO-OGCTPYKTHBHBIH OpPOHXHT, GPOHXO- H OPOH-
XHOJIO9KTa3bl, YacThle MHEBMOHWH, paHHee Da3BHTHE H

JIeKOMITEHCAllMsl JIErOYHOrO CepAlla, KpOBOXapKaHbe H
JIErOYHOE KPOBOTEYEHHE, PEelMAHBHPYIOUIMH MHEBMOTO-
pakc [4]. PanHee xpoHuyeckoe HHOHUHPOBAHHE GPOHXO-
JIETOYHOH CHCTEMBI BCJIEACTBHE HAPYIIEHHS MyKOLUIHap-
HOro KaupeHca y GosbHeix MB TpebGyeT ajgexkBaTHOH
aHTHGaKTepHasbHOM Tepanuu [13].

DTHONOrHYECKH 3HAYMMBIMH (hakTOpaMu BoOCHAJIEHHS
B OPOHXOJIErOYHOHM CHCTEME Y B3pocJbix 6osbHbIX MB
SIBJISIIOTCS aCCOLMALMK TPAMIIOJOXKHUTENBHEIX H TPaMoT-
pHLIATENLHBIX MHKPOOPTaHH3MOB, CpPe/ii KOTOPHIX MPOTHO-
CTHYeCKU HauboJiee HeOJaronpHsTHLIM SIBJSETCS XPOHH-
yecKast KOJIOHH3alUMs CHHETHOMHOH MaJjloukH, OCOOEHHO
ee MYKOHAHBIX (hOpM, PE3HCTEHTHBIX K OOJbLIHHCTBY
aHTHOGaKTepHaJbHbIX npenapatos [9].

JleueGHble porpamMMel, paspabaThiBaeMble 111 B3pOCJIbIX
GonbHEIX MB, npecaenyiot caenyomue uenu [9]:
1. YMeHblieHHe OOCTPYKUHMH ABIXaTeJbHBIX MyTeH.
2. KoHTposab Haj HHbeKUHeH AbIXaTelbHBIX MyTeH.
3. YnyuuieHHe HYTPHTHBHOrO CTaTyCa.
4. JleueHue JIErOYHBIX OCJIOXHEHHH.

B leyeGHBIX porpaMMax Y4YHTEIBAIOTCS MaTOHH3HOJIO-
THYECKHEe HapylleHHsi, BO3HHMKalomue y OoabHbx MB
(taba.1).

Tabnuya 1

TepaneBTuuyeckas Koppekuus natopuanoNormyeckux Hapywenuii y Bapocnbix 6onbubix MB (Davis, 1996)

_ Narodusnonoruieckuit nedext

Neuenve

Hedekr rena MB

Hedekr / pebuuut 6enka MBTP

CHuxeHue cekpeuun Cl7; ysenuyenue abcopbumm Na*
HapyuieHve mykounnuapHoro Knmpexca
BpoHxuansbHas 06CcTpykums

Undekumsa

Bocnanexue

BpoHxoakTassl

[eHHas Tepanus
AxTuBaums mytaHTHoro MBTP
Wuranauum amunopuga; ATO
Mykonutnkmn
BpoHxoaunaTtaTopbl, KMHe3uTepanus
AHTUOMOTUKM, UMMYHU3AUUA
HNBMM, ctepouapl, AHK-a3a, aHTuanacrasbl
TpaxcnnauTauus

.



HauGonee nepcrneKTHBHLIMH H aKTHBHO paspabaThiBaeMbIMH
B HAaCToOsIILlee BpeMsl SIBJSIOTCS METOAbl BJIMSIHHS Ha
MOHHBI TPaHCIOPT, aKTHBAIMS MyTaHTHOro 6eska MBTP,
a Tak)Xe reHHasl Teparus.

YmMeHnbienne 00CTPYKIMH AbIXaTEIbHBIX MyTeMH

MyKoJluTHMUECKAas] Tepamnus

Posib MyKOJIHTHKOB B JIeU€HHH B3POCJIBIX 60sbHBIX MB
HECKOJIbKO YMEHBIUHJach 2 JeciTHJIETHs Hasajl, Korja
BIIEpBLIE GBI ONMCaHBl NOO0YHbIEe 3((HEKTHl BCAEACTBHE
pasppaxenus 6ponxos N-auetuauucrensom u JIHKasof,
TIPHTOTOBJIEHHOH M3 MpPEenaparoB MOMKeNYAOYHOH »KeJe3sl
cBHHbH. OpHAKO Hles THApaTalWH OPOHXHAJBHOIO Cek-
pera JIHKaso#i H3-3a BJUSHHS Ha €ro BA3KO3JJaCTHYECKHE
CcBOICTBA OKasajiach ycremHoil [6,15,21]. Bonee 40%
Bcex GoapHbix MB B CIIIA nosyyaiot nopHasy-anbha Hiu
nyasmMo3uM ¢ 1994 r. B Hawe# KJIMHHKE MyJbMO3HM
HazHayaeTcsi OOJNbHBIM Ha aMOyJ/IaTOPHOM 3Tare JieUeHHs,
B YCJOBHMSIX CTallHOHapa Tepamusi AaHHLIM IpenapaToMm
NpoROJKaeTcsl, CyTOYHas Jlo3a COCTaBJsieT 2,5 MT, NyTh
BBEJIEHHSI — MHTaJIILIMOHHO Yepe3 HeOyJansep. [pyrue
npenaparsl, BIHSIOIIHE HAa BA3KO3JIaCTHYECKHE CBOHCTBA
MOKPOTHI, MPOXOAAT MOKJIHHHYECKHE HCCHEJOBaHHS —
npenaparhl TeJICOJHH H THMO3HH-6eTa-4.

JleueHue GPOHXOOOCTPYKTUBHOTO
CHUHJApOMaA

B thopMupoBaHHH OPOHXHAJBHOM 0OCTPYKIMH Y GOBHBIX
MB wurpaiot poJib HeCKOJIBKO (haKTOPOB: OTEK CJIM3HCTOH
OpOHXOB; CHasM IVIAJKOH MYCKYJaTyphl CJIHM3HCTOH, HO
OCHOBHOH mnpobJieMo# GosbHEIX MB, pocTHrmmx B3poc-
JIOTO BO3pacTa, ABJSETCs OOCTPYKLUHSA AbIXaTeJbHBIX MyTeH
TYCTHIM BSI3KHM H THOHHBIM CEKPETOM.

Kunesumepanus

BoJIBIIKHCTBO HCC/IEJIOBAaHHH AEMOHCTPHPYET YCNEeXH
¢usuotepanuu [16,23]. TpaAHUHOHHBIME MepONpPHSATHAMH
AJIS1 TALHEeHTOB SIBJSIOTCS NMOCTYPaJIbHbIM JpeHaXK, BHOPO-
Maccax. AJbTepHaTHBHBIMH METOJAMH OYMLIEHHS IblXa-
TEJIbHBIX MyTeH SBJSIOTCS ayTOTeHHBIH JpeHaX, aKTHBHBIH
LIMKJI IBIXaHH S, METOJ BbIZI0Xa OT (hyHKIIHOHAJIBHOH OCTa-
TOYHOH eMKOCTH (Xag(hHHr), BEICOKOUACTOTHBIE KOJIEGaHHUS]
rpyaHoit knetku [1,26], ucnonbsosanue daarrepa [16] u
MOJIOXKUTEJNBHOrO SKCTUPATOPHOrO JIaBJIEHHS C TOMOILIBIO
[El-macku [23,24]. He cywectsyer “camoil nyuiuei
TEeXHHKH” ISl BCEX HJIH GOJIbLIMHCTBA NalMeHTOB, BLIGOP
METOAMKH KHHE3UTepanHu SBJIAETCS HHAMBHAYAIbHBIM
JUIS1 KaXX0ro GOJBHOrO B 3aBHCHMOCTH OT 3(D(heKTHBHOCTH
M KOMILJIaeHca.

bponxodunamamopot

BosnbHeiv MB nepen npoBeseHueM (H3HOTEpANuu C
11eJIbI0 paclIHpeHHst OGPOHXOB, CHHXKEHHs OPOHXHAJIbHOH
OOCTPYKUMH H YJYUIIEHHS 3KCIEeKTOpPalHH MOKPOTHl Ha-
3HayaloT 6poHxoaHIaTaTophl. OGLIYHO HCMONBL3YIOTCS Po-
ATOHHUCTBl HJIH XOJMHHOJIHTHKH, HX HHTaJHPYIOT IIPpH NO-
MOlIM HeOyJal3epa HJH J03HPOBAHHBIX HHTaJSITOPOB.
OHH HCMONB3YIOTCH TOAAMH H MTOKa3aHbl TeM MalHeHTaM,

Yy KOTOPBIX BBHISIBJIEHO JIOCTOBEPHOE IOBLILIEHHE MOKa3a-
Tesed (QYHKUHH BHELUHEro MAbIXaHHSI MOCJe HHTaJsLHH
6pOoHXOAMIATATOPA.

BrisiBiisiemast GpoHXHa/bHAS THIIEPPEaKTHBHOCTD Y 60JIb-
HblX MB HMeeT TEeHIEHLMIO K YBeJHYEHHIO NMpH HebJia-
FOTIPUSITHOM Te4YeHHH 3abosieBaHusi. OTBeT Ha OPOHXO/H-
JlaTaTOpbl BEIPAXXEH CHJIbHEE TIPH JIETKOM H CPEeJIHETS?KENIOM
TeueHUH 3aboJieBaHHS M Yy 6oJjiee MOJIOABIX MalMeHTOB.
OTBeT Ha BHYTPUBEHHOE BBEJIeHHE KCAHTHHOB H TepOy-
TaJMHa, KOraa 3¢hGheKTHBHOCTh a9P030JbHBIX OPOHXOMH-
JIaTaTOpPOB CHHXKaeTcsi, Gojiee BbIpaXkeH y OOJBHBEIX ¢
o6GocTpeHHeM OpOHXOJIErOYHOro mnpouecca. BosbHBIM ¢
napajoKcajlbHbIM yXyJAlleHHeM OHOMEeXaHHWKH JbIXaHHs
nocJie WHraJsiiid OpOHXOAMJIATATOPOB 3TH INpenaparhl
nportuBonokasausl [19].

KonTpouas Hajx nndexuuei

AHTHuOaKTepHaJlbHasg Tepamnmus

AnTn6aktepuanbhas tepanusi (AT) siBasiercsi o6siza-
TEJIbHOH YacThIO BCeX JIeueOHBIX MPOrpaMm ISt B3POCIbIX
GonpHBIX MB. AHTHOHOTHKH, BJHSIIOLIME HA MHKPOOpra-
HH3MBI Y 60JbHEIX MB, 0cO6eHHO Ha 30JI0THCTBIH CTa(H-
JIOKOKK W CHHErHOHWHYIO MaJsouKy, Ha3HAyaloTcsl MO HH-
TEPMHTTHPYIOLIEH cXeMe JJIsl KYMHPOBaHHST 060CTPEHHS,
TPH 3TOM YBEJHYHBAETCS HHTEPBAJ MeX1y 000CTPEHHSIMH.
Ilpy MB no cpaBHEHHIO C JAPYrHMH 3a00JieBaHHSIMH
HasHayaloTcsl 6ojiee BHICOKHE 1103l aHTHOHOTHKOB H C
Gousbueit yactorou. [IpopomxurensHocts AT cocrasasier
ot 14 no 21 nus v GoJiee B 3aBHCHMOCTH OT KJIHHHYECKOTO
a¢dekra. AHTHOAKTEpHANBHBIE TIPEeNapaThl Ha3HAYaloTCs
NPEeUMYILECTBEHHO BHYTPHBEHHO B MaKCHMaJbHBEIX CY-
TOYHBIX J03ax [5,9,13].

ITpu nanaHoBo# rocnutanusamdu AT TaKKe yyHTHIBaeT
MHKPOOHOJIOTHYECKYIO UYBCTBHTENBHOCTb MOKPOTHI. Hau-
Gosiee 4acTo B AMAarHOCTHYECKH 3HAUYMMBIX THTPaX BhiCe-
BalOTCS CJEAYIOLIHe MUKPOOpraHUaMbl: P. aeruginosa u S.
aureus (77% cayyaes), Candida (59%), HOB (53%),
S. pneumoniae (35%), Enterobacter, H. influenzae,
Asergillus (10 6%). B 95% cayuaes BhisiBJIeHa acCOLH-
anMs MMKPOOPraHHM3MOB, rje npeoGianand P.aeruginosa,
S.aureus u Candida B pasHbXx KomMOHHauusx. [Ipu BHI-
CEBaHHH 30JIOTHCTOrO CTaHJIOKOKKA MpeArioyTeHHe OT-
JaeTcsl AMKJIOKCALMJIMHY, UedaleKCHHY, KIHHAAMHIH-
Hy. IIpn HanMuuM reMOUIBHOM NaJOYKH NPUMEHSIIOTCS
aMOKCHUMJUIHH B COYETAHHH C KJIaBYJIAaHOBOH KHCJIOTOH,
nedanocnopunsl 2—3-ro nokosenus. Ilo pesysabratam
YYBCTBHTEJBbHOCTH MHKPO(JIOPH MOKPOTHI HEOOXOAHMO
HasHauyaThb CJelyiollie KOMOHHALMH aHTHOaKTepHallb-
HBIX CpeiCcTB: LedasocnopuHel 3—4-ro nokojieHus +
aMHHOrIHKO3uAb (uedasonuH, nehTasuauM, uedoTakcum,
uedenum + reHTaMUUHH, HETHIMHIMH, aMHKalHH), Kap-
GameHeMbl B BHJE MOHOTepanmud (THeHaM, MEepOHeM),
YPEHAONEHHLIMIIMHBL + aMHHOTJIMKO3UAB! (KapGeHHIHI-
JHH + HETWIMHLMH, aMHKALMH), JHHKO3AMHHB + aMu-
HOTVIHKO3HIb! (KIMHAAMHIMH + aMHKaLuH), GTOPXMHONOHEI
+ amuHOT/IHKO3U/B! (LHNpodIIOKCalHH, O(JIOKCALMH + He-
THIMHLMH, aMHKaLHH).

Haubousee TpynHo# 3ajaueii siByisieTcs JieUeHHE XPOHH-
YeCKOH CHHErHOWHOM HH(eKUHH. DTa HH(pEeKuus crala

7



sHIEeMHUHOH st 6osbHBIX MB Bo Beex crpanax [14]. He
TOJILKO JIETKHE, HO U MPHAATOYHbIE Ma3yXH HOca GOJIbHBIX
MB 6blBalOT 3acesieHbl CHHErHOHHOH MaJjioykoi. DTOT
MHUKPOOPTaHH3M TaKxKe oOHapy»KHBaeTCsi B HCIPaXKHEHHX
60JBHBIX, YTO, BO3MOXKHO, 00bSICHSETCS NPOrJIATHIBAHHEM
HeKoToporo KoJuuecTBa Mokpotsl [14]. K coxanenuio,
JIOGUThCSI TIOJIHOM apafuKaunu P.aeruginosa ynaercsi He
BCErJia, yallle BCero NPOHCXOAUT CHHXKEHHEe THTpa AaHHOTO
BO3OYMMTEJNS, YTO SIBJISIETCS MOKasaTeseM 3(pdeKTHBHOCTH
AT y GoapHbIx MB. PapmMakoKHHETHUECKHE HCCle[loBa-
HHUS NIOKA3aJIH, YTO TPH BbICEBAHWH CHHErHOMHOH MaJIouKH
3(h(heKTHBHBIM SIBJISIETCS NIepopajibHOe NPUMEHeHHe LTI
podJioKcalnHa B fose 1,5 r B cyTKH, NpH 3TOM J0Ka3aHa
6e30MacHOCTb 3TOro npenapara y 6oasHeix MB. Dddek-
THBHOCTb NMEPOPabHOTO NMpUMEHEHHsT LUNpodIoKcalHa
cornoctaBiMa C 3(hHeKTHBHOCTbIO BHYTPHBEHHOH Tepanuu
B-naKTaMHBIMH AaHTHOHOTHKAMH H aMHHOTVIHKO3HAaMH. X0Ts
B JIATEPAType OMHCaHbl CJyyaH Pa3BHTHSA apTPONATHH Y
aull MoJioxke 18 set Ha ¢oHe JeueHHs HTOPXHHONIOHAMH,
npuMeHeHHe 3TOH rpynmsl npenapatoB y GoJbHeIX MB
ONMpaBJlaHO CTEMNEHbIO TSXKECTH MaLHEeHTOB, NpPH 3TOM
PHCK Pa3BHTHSI apTPONATHH HECONOCTaBHM C Mpe/rnoJa-
raeMbIM MOJIOXKHTENbHBIM oTBeToM [8,17,22]. Burkholde-
ria ceacia OOBIYHO pE3UCTEHTHA K aMHUHOTJIMKO3HIaM,
KOJMMMHIIMHY, KapOeHULMIIMHY, THKapUHIUIHHY U (dTOp-
xuHosmoHam. Hexotopeie mrtammsl Stenotrohomonas mal-
tohilia w Burkholderia ceacia uyBCTBHTEJIbHBI K XJIOpaM-
(heHHKOJY H JIOKCHIHMKIHHY, lledTasHAUMY.

[Tpu nepcucrenuuu P. seudomonas aeruginosa npume-
Hsiercs HHraasunoHHeit Meton AT. HekoTopbiM nauueHTam
MHTAJISLMH aHTHOHOTHKOB Ha3HAYaIOTCS JVTHTENbHOCTBIO [0
HECKOJIbKHX MECSILIEB C LEJIbIo IOOUTHCS YAJIHHEHHUS CPO-
KoB pemuccud. OnucaHo yayuiieHue nokasatened OBJL
y GosbHBIX MB, mosiyyaBIIMX HHTaJsIMMOHHO TOOGpaMu-
UHH, KOJNMCTHH H B-nakTaMHble aHTHOHOTHKH. [Ipu aTom
0TO- U He()POTOKCHUHOCTH BHIABJIEHO He 6hlIo [20,25].

BuyrtpuBenHass AT npoBoauTcsl BO BpeMsi 000CTPeHHS
6ponxoJsieroyHoro npouecca. OCHOBHblE PEXHMBI aHTH-
0aKkTepHaNbHOH TepanmuH COCTOSIT M3 aMHHOIVIHKO3HIOB
+ B-nakTamMoB, aKTHBHBIX NPOTUB P. aeruginosa. Kom6u-
HalKsl aHTHOHMOTHKOB 3aMeJlIsieT Pa3BUTHE aHTHOAKTEepHU-
aNbHOH PEe3UCTEHTHOCTH. AHTHCHHErHOHHbIE aHTHOHOTHKH
VJyYLIaloT KIHHHYEeCKHH cTaTyc U nokasartead PBJI, uto
ACCOLMMUPYETCS CO CHHXKEHHEM THTPa MHKPOOHBIX aHTHTEJ
B MoKpoTe. [IpumeHsioTcs: B-lakTaMHble aHTHOHOTHKH B
KOMOHHAIIMK C aMUHOTVIMKO3HIAMH: MUIIepaltJIILH, ned-
TasuAMM, HMHIIEHEM, a3TpeoHaM, TOOPaMHLMH, aMHKaLlKH,
HeTHaMuLKH (Ta6i1.2).

MouuTOpHpOBaHHE YPOBHS AaHTHOHOTHKOB B KPOBH
N03BOJISIET YCTAHOBHUTD, KaKast 103a IBJISIETCS TepaneBTH-
yecku 3deKTHBHON M Kakasi 103a TOKCHYHOH. Beuny
MOBBILIEHHOTO KJIHPEHCa aHTHOHOTHKOB U HAapYLUeHHs HX
(hapMakoOKHHEeTHYECKHX MapameTpoB y GosibHeIX MB n03u-
POBKM Ha3HaualoTCsl Bbllle, YeM YPOBEHb, NPH KOTOPOM
onpenensieTcst TepanepTHyeckuit agdext [10]. Xorst 06buHO
BHyTpuBeHHasi AT HazHauaeTcs B YCJOBHSAX CTalMOHapa,
HEKOTOpble MalLHEeHTHl YCMelUIHO 3aBeplIaloT HayaTylo Te-
panuio Ha omy. JleyeHHe Ha JOMY MO3BOJSET GOJNbLHBIM
BECTH aKTHBHBIH 06pa3 XKH3HH H SKOHOMHUECKH BhIrofHo [9].
Kypcbt uHTeHCHBHOM aHTHOaKTepHaJIbHONH BHYTPUBEHHOH

Tabnuua 2

AuTubGaKTepuansHbie npenaparsl, NPUMEHsAeMble s
WHGY3MOHHOM Tepanuu B CTALMOHaPHbLIX YCIOBUAX

Mpenapart Joauposka
Ledazonun 100 — 140 mr/kr/cyT
Lledrasnomum 120 — 230 mr/kr/cyT
LiedpoTtakcum 150 mr/kr/cyT
Liedpenum 70 — 170 mr/kr/cyT
FeHTaMuumH 6 — 12 mr/kr/cyT
Bpynamuuuy 8 mr/kr/cyT
Hetunmuumn 6 — 8 mr/kr/cyT
AMUKaUMH 12— 23 mr/kr/cyt
Kap6enuuunnux 800 — 1500 mr/kr/cyT
KnuHaamuumH 14— 20 mr/kr/cyT
LnnpodnokcaumH 10 — 15 mr/kr/cyT

27 — 40 mr/kr/cyT (per os)
MeponeHem 60 — 85 mr/kr/cyT
JluHesonup, 18 — 27 mr/kr/cyT

TepanuH MpH XPOHHUECKOH KOJIOHH3auuHu P. aeruginosa
PEKOMEH/IYIOT MPOBOAWTH KaxKaple 3 Mec mo 2—3 Hep.
[Tpu HecTaGHIBHOM KJIHHHYECKOM COCTOSIHMH MalMeHTaM
MOTYT ObITb Ha3HAYeHBl eXKeAHEBHble MHTAJSILUH KOJHC-
THHA B IPOMEXKYTKaX MeXAy KypcaMu BHyTpHBeHHOMH AT,
MHOTAA LMNpOdIOKCaLMH MeXIy Kypcamu [14].

Cl10XXHOCTB JIeueHH st B3poCJibiX 60JbHBIX MB 06yciioB-
JIeHa HEBO3MOXXHOCTBIO JIOGMTLCSI TMOJHOH 3pafuKaliH
6aKTepHalbHBIX areHTOB, 0OCOOEHHO CHHErHOMHOMN NasiouKH
M ee MYKOMAHBIX (OpM, 4YTO CBSI3aHO CO 3HAUMTEJbHBIM
HapylleHHeM MYKOLMJIHAPHOrO KJHpeHca, a TaKkxe Oblc-
TPHIM Da3BHUTHEM PE3HCTEHTHOCTH MHKPOOPTaHH3MOB K
npoBopumoii AT. Tem He meHee cucremaTtHyeckass AT
HeobxoauMa, 4ToObl KOHTPOJHPOBATh YPOBEeHb HH(ULH-
POBaHHOCTH PeclUpaTopHOro TpakTa. Ilo naHubM [14],
3TOT TMOAXOA K JiedeHHI0 OosbHBIX MB mnpuBOAHUT K
yBeanyeHHio Ha 10 et u Gosiee NMPOAOIKHUTENBHOCTH
XH3HK naureHToB B 90% ciyuaek.

Hecrepoungusie
NMPOTUBOBOCIHMAJUTENbHBIE CPEACTBA

Hecreponansie npotHsoBocnanuTesbHble cpenctsa (HITBC)
BBI3BIBAIOT MeHbLIe NMOGOYHBIX 3h(eKTOB, YeM KOPTHKO-
CTEPOHbl, TIPH 3TOM BO3MOXHO GoJiee JJIHTENbHOE TpH-
meHenne HIIBC no cpaBHEHHIO ¢ KOPTHKOCTEPOHIAMH.
H6ynpocdeH B BEICOKOH KOHUEHTPALMH ClIocO6eH HHIHOH-
pOBaThb MHTpal{IO HEHTPO(HJIOB H BHICBOOOXAEHHE JIHIIO-
coMaJsbHBEIX (hepMeHTOB. Ha aKcrnepuMeHTabHOH MoaeH
KpBIC BBICOKME M103bl MOYnpodeHa JAOCTOBEPHO CHHXKAJM
NpPHU3HAKK BocnajieHus B jerkux. OnucaHo ABOHHOe ciie-
noe nuauedo-KOHTPOJNHPYEeMOe HCClle/loBaHHE O OLleHKe
adekTHBHOCTH HOYnpodeHa y GosnbHbX MB crapue 5
JIeT, BHISIBJIEHO AocTOBepHOe nosbiuenrne OB, [9]. Usy-
yaeTcsd 3(hGhEeKTHBHOCTb NMUPOKCHKaMa y GoJibHbix MB,
MPH 3TOM KOJHYECTBO OOOCTPEHHH M TOCNHTAIH3ALHMM
JIOCTOBEPHO HKXKe, 4eM B rpynne miaue6o [9].



KopTukocrtepouasl

Cucremubie koptukoctepousl (KC) HasHavaioTest 60d1b-
HbeIM MB npu HaJHYMH Y HUX aCTMbl HIIH aJJIEPrHYeCKOro
6pPOHXONYJILMOHAPHOTO acnepruiesa B jose 1—2 mr/kr
KOPOTKHMH aJIbTePHHUPYIOIMMH KypcamH. I1pu aTom npo-
HCXomuT yayuwieHne nokasateieit FVC, FEV), cHuxeHue
ypoBHsi IgG B CHIBOPOTKE KPOBH H CHHXXEHHE KOHIEHTpa-
MK muTokuHoB [11,12].

Tonuueckue KC o6hagaloT MEHBIIHM KOJHYECTBOM
NMoGOYHBIX 3((HEKTOB H, XOTS UX BJIHSIHHE HA IT0Ka3aTeJsH
O®BJl y GOJBLHEIX MEHblIe, 4eM IpPH HCIOJNb30BAaHHH
cucremHbix KC, uccnenoBanusi B 3Toi 06J1acTH NPOAOJ-
xatores [7,18].

VYiy4ienue HyTPMTUBHOTO CTaTyca

JluTenpHOe BpeMsi KOppeKLHs HapyLUeHHOH (PYHKIHH
TIOZPKEJIYIOYHOH 2KeJieabl y GosbHBIX MB ocyuiecTsisi-
Jlach NMyTeM NpHMeHeHHs MaHKpeaTHHa H KOMOHHHPOBaH-
HBIX TNpEernapaToB, COAEepKalUX MaHKpPeaTHH, KHIIEYHBIe
(hepMEHTEI, JIMITOTPOINHBIE BELECTBa, IPH CTPOrOM COG6JII0-
JICHHH NMalMeHTaMH JHEThl, C OrpaHHYeHHeM MOoTpebeHHs
xupa. C nosiBIeHHEM HHKaTCYJIHPOBAaHHBIX TPaHYJIHPOBaH-
HbIX (epmenToB ¢ pH-uyBcTBUTENIBHON 060M04KO# (Pan-
zitrat, Kreon) ucyesna Heo6XOIUMOCTb HCKJIOYATh MJIH
OTPaHHYMBATH XHUPHYIO MHUILY, MalUEeHTaM peKOMEeHJYyeT-
csl HOpMaJibHasi JMeTa C MOBBILIEHHBIM KajopaxKeM J0
120%, oGoramenHass ButamuHamu A, E, C, uuHKOM,
CEJIEHOM M APYTHMH MUHEpAJIbHBIMH 3JIeMEHTaMH. DTO
IIO3BOJIMJIO 3HAYUTEJIBHO YIYUIIHTE HYTPUTUBHBIH CTATyC
GOJIbHEIX, CHH3HTh YacTOTy M TSXKeCTb 0OOCTPEHHH oc-
HOBHOro 3aboJieBanusi. [IpenapaTsl Ha3HAYalOT W3 pacyeTa
3000—5000 EJI smunasel Ha 1 Kr Macchl Tesa, B IajbHeH-
LIEM Ji03a MEHsieTCsl B 3aBUCHMOCTH OT XapakTepa CTyJa,
KOIpOrpamMmmbl, MpUOABKH Macchl 60JBHOTO.

JledyeHue JIeroyHbIX OCJ0KHEHUI

[Tpu nosiB/I€HHH NPH3HAKOB JIEKOMIIEHCHPOBAHHOTO JIErOY-
HOro cepaua OGOJIbHBIM Ha3HA4aloT OKCHI'eHOTepallHIo,
JUYPETHKH B COYETAHHWHM C MpernapaTaMH KaJjusi, HHTHOH-
TOpBI aHTHOTEH3HHIIpeBpallaollero ¢pepmMenTa, o noka-
3aHMSIM — CceplieyHble INIHKo3uasl. KpoBoxapkaHbe Jie-
YHUTCS KOHCEPBATHBHO — reMOCTAaTHYECKHMH CPeJCTBaMH,
IpH Hea(h(HEKTUBHOCTH TepalHH POBOAUTCS aHTHOMYJIb-
MoHorpagusa ¢ smboausanued OGPOHXHAJbHOH apTEPHH.
[Ipy BO3HHUKHOBEHMH CIOHTAHHOTO MHEBMOTOpPAKCa BbI-
TIOJIHSIETCS] APEHHPOBaHKe IJIEBPaJIbHOH MOJIOCTH C aclu-
pauxei Bosayxa, IpH peLHIUBHPYIOILEM THEBMOTOPAKCe
BBITIOJIHSIETCS XMMHYECKHH MJIEBPOJIe3 MJIH MJIEBPIKTOMHSI.
TpaHcnuiaHTaLKs KOMIJIEKCA JIETKHe — CEepJille MPOBOAUTCS
GonbHeIM MB B TepMHHaJIbHOH cTamuy 3aboseBaHus [4].
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C.H.Agoees, B.A.Camoiinenxo, E.J[.Amenuna, A.I. Yyuanun
VHTEHCUBHAS TEPAIIMA TP MYKOBUCITUIO3E B3POCJIBIX

HUWU nyasmononornu M3 PD, Mocksa

Myxosucunnos (MB) siBisieTcst OIHHM M3 HauGoJjee
yacTO BCTPEYAIOLIUXCS TeHeTHUeCKHX 3a6osieBaHui. Pac-
NpOCTPaHEeHHOCTh 3a60/1eBaHHs 3HAYMTEJILHO BAPbHPYET:
ot 1 Ha 2000 HoBopoxaeHHEX B LlenTpanbHolt EBporne
[54] no 1:12 000 B Poccuu [1,2]. B ocHoBe 3a6oiieBanHst
JIEXKHT MyTalHsi reHa, PacloJIOXEHHOro Ha JJIMHHOM
nieve 7-# XpoMocoMbl. JIaHHBIH reHeTHYecKHH AedekT
NPUBCAUT K HapyLIeHHI0 (QYHKUMH TpaHCMeMOpaHHOTO
peryJsitopa MB-6eJika, 06ecrieuHBaIOLIEro TPaHCTIOPT HOHOB
XJopa 4epe3 anuKajJbHYI0 MeMOpaHy SMUTEJHOLHMTOB.
BesenicTBie 3TOro Aeekra MPOUCXOAUT CHCTEMHOe Ha-
pyLIeHHe GYHKIHH SK30KPHHHBIX JXKeJle3 — YBeJIHUHBAETC s
BSI3KOCTb CEKpeTa, pa3BHBaeTCsl OOCTPYKIHMS BBIBOAHBIX
npoToKoB xeJie3 (puc.1). OcHOBHBIM i HaHGOJIee Cepbe3HBIM
nposiBjieHieM MB siB/IsieTcsl pasBHTHE NaTOJIOTHYECKOr0
npouecca B Jerkux. HakomsieHHe ryctoro 4 BsI3KOTO
ceKpera, a TaKXe BOCIMaJieHHe H OTeK CJIH3HCTHIX NPHBO-
JAT K OOCTPYKLHH MaJIbIX AbIXaTeJbHBIX TyTeH, Pa3BUTHIO
aTeJIeKTa30B M JIOKaJbHOH runepuHdasauuy. JlaHHble Ha-
pYLIEHHS CO3/aIOT GJIaTONPHSITHBIE YCJIOBHS Il PA3BUTHS
KOJIOHH3ALMM MaTOTeHHBIMH OaKTepHsSIMH, pasBHBAIOTCH
OGCTPYKTHBHBIH GPOHXOOGPOHXHOJMHT, MEepHOPOHXHAJIBHBIN
$H6po3, uMAMHApUUYecKkHe GponxoskTassl (puc.2) [35].
3abojieBaHHe, KaK MpPaBHJIO, MMeeT MpPOrpeccHpyiolee
TeueHHe, TPUBOJIS Ha TMO3AHHX 3TaNax CBOEro pasBHUTHS
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Puc.1. Natoduanonornyeckmin “xackan” npu MB.

K PasBUTHIO JbIXaTeJbHOH HENOCTATOYHOCTH, JIETOYHOM
THIIEPTEH3HH M JIeroyHoro cepaua. Baaroxaps ycnexam
MEIULHHbl CPeNHsIsi MPONOIKHUTENbHOCTh XXH3HH 60JIb-
HeIX MB 3HauuTesnbHO Bhipocaa, M K 1996 r. pocturaa B
CIIIA u 3anaguo# Espone 31 ropa [30,37]. B To xe Bpemst
¢ yBeJHYEeHHEeM Bo3pacTta GOJIbHBIX OTMEYaeTcsi HapacTa-
HHE YHCJa OCJIOXKHEHHH 3abojieBaHHs, TPeOYIOLIUMX HH-
TEHCHBHOM TepanuH, — IHEeBMOTOPAKCOB, KPOBOTEYEHHH,
aTeJIeKTa30B, OCTPOii AbIXaTeJbHOH HefocTaTouHocTH [85].

ITneBMOTOpaKC

HauGoJsee yacTol NpuyHHON MHEBMOTOpaKcoB npu MB
SIBJIIETCS pa3pblB cyOmnJeBpanbHbIX OyJul. CrioHTaHHbIe
MHEBMOTOPAKChl JIOBOJILHO PEIKO BCTPEYaloTCs Yy AeTel,
OJIHAKO PHUCK MX Pa3BHTHS YBEJHYHBAETCS C BO3PACTOM:
oKos10 5—8 % Bcex NMOAPOCTKOB M B3POCJBIX GOJIBHBIX
MB nepeHocsT 5T0 ocqoxHeHue [35]. ¥ myunH mHeB-
MOTOpAKCHl Pa3BHBAIOTCSl HECKOJILKO Yallle YeM Yy JKEeHLIHH
M 4YaCTOTa pasBUTHS NHEBMOTOpPaKcoB Yy GosbHbix MB
my>xunH gocturaer 19% [72]. CnionTasHbI# MHEBMOTOpPAKC
MOXET ObITh aCCOLUMHMPOBAH C IVIOXHM IMPOTHO30M: Cpej-
HS$I51 IPOIOJDKHTEJIBHOCTD JKH3HH 10CJIe TIePBOro 3MH30/1a
MHeBMOTOpaKca cocTasJsieT okoJo 30 Mec, rocnuTalbHas
JIeTaJbHOCTh OT NMHEeBMOTOpakca — 10 4%, a BeposiT-
HOCTb PasBHTHSI PELMAMBOB ocloXHeHHss — 50—70%
[93]. Ocobo HebnaronpHATHEIM OCJIOXKHEHHEM SIBJSIETCS
IBYCTOPOHHHI MTHEBMOTOPAKC, JIETAJbHOCTb NMPH HEM JI0-
cruraet 25% [41].

Puc.2.
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Puc.3.

ITHeBMOTOpaKC MOJMKEH OBITh 3aMOJA03PeH y GOJBHOrO
C BHE3alHLIM MOsIBJEHHEeM 6oJiell B IPYIHOH KJETKe H
HapacTaHHeM OAbILIKK. PeHTreHorpadus rpyAHoM KIeTKH
SIBJISIETCS] OCHOBHBIM M 00si3aTeJIbHEIM METOAOM JAHarHoc-
THKH JUIsi TIOATBEPXKAEHHUSI 3TOro ocjoxHeHus: (puc.3).
KnnHnHueckHe CHMITOMBI MPH MHEBMOTOPAKCE OGBLIYHO
HeCTIeLM(PHUHBL: TAXUITHOI, TAXHKAPMIHS, LIMAHO3, TOTJIMBOCT,
ycuieHne Kauuisgs W Ap. IIpH JocTaTOYHBIX pasMepax
IIHEBMOTOpPAKCa IPH ayCKYJbTALWH BBISIBJASIOT OAHOCTO-
poHHee ocJiabiieHHe JABIXaHHsl, [IPH TePKYCCHH — THMIIa-
HUT. [a3 B MieBpa/bHOM IIOJOCTH, a Takke G6oJeBble
OLLYLIEHHS] OrPaHMYHBAIOT XKU3HEHHYIO EMKOCTb JIETKHX
M JbIXaTeJIbHblE SKCKYPCHH TPYAHOH KJETKH, IPHBOAS K
CHHXKEHHIO 3((PEKTUBHOCTH KalllJIsi K TIOCTYPAJIbHOTO JIpe-
Ha)xka y 6osbHEIX MB.

Kaxk/iplit naudeHT Npu pasBUTHH IIHEBMOTOpAKca, Jaxe
NPH OTCYTCTBHM CHMIITOMOB MJIH HeGOJIbLIOM o6beMe
MHEBMOTOpaKca, N0JIKEH ObiTh FOCNHTAJIH3HUPOBaH B CTa-
uHoHap. Bcem 6e3 MCKIOYEHHS] GOJIBHBIM, HaXKe IpH
HOPMaJIbHOM ra30BOM COCTaBe apTepHajibHOM KPOBH, A0JI-
)KeH OBbITh HasHa4eH KHCJIOPOJl, TaK KaK KHCJIOPOATEparHst
Mo3BOJISieT YCKOpUTh B 3—4 pasa [8] paspeuienue nues-

MoTopakca. ITHeBMoTOpakc oGbemom MeHee 15%, kak'

npaBuJIo, He TpeGyeT WHBA3HBHLIX BMEIIATENbCTB, MpO-
BOJIMTCSl TOJILKO HabJofieHHe 3a GOJbLHEIM KaK MHHHMYM
B TeueHHe 24 u. Ilpu Gosabliem o6veMe HeoGXomHMa
yCTaHOBKa ApPEeHaXKHOH TPYOKH, COEJMHEHHOH C acrupa-
LIMOHHOM cHcTeMol. OJIHaKO B HEKOTOPHIX CJay4asix MpH
HaNpsKEHHOM H JUTUTeJLHOM NTHeBMoTopakce (6ouee 3 cyT)
HEeOOXOAUMO BO3/epKaThbCs OT HEeMeIJIeHHOH aKTHBHOH
acrnupaluH, TaK KakK Npu ObLICTPOM paclpaBlIeHHH JIETKHX
MOXKET pasBHUThbCsl OoTeK Jerkux [8]. B rtakux cuayyasx
peKOMeH/I0BaHa MeJileHHasl CaMOIIPOM3BOJIbHAS SBaKyalUs]
rasa uepes TpyOKy INOA AEHCTBHEM IpajiMeHTa JaBJIEeHHH

BHYTPH- W BHEIJIEBPAJILHOH MOJIOCTH, YTOOB 06eCneyuTh
MeJuieHHOoe pacnpaBJenue Jjerkoro [90].

ITpu orcyrcTBHH 3hdeKkTa OT KOHCEPBATHBHEIX MEpO-
npusTHI B TedeHne 5—7 aueit [72], a Takxke npu noBTopHOM
ITHEBMOTOpAKce MpOBOAsITCS GoJiee HHBa3HBHbIE BMella-
TeJIbCTBA: IVIEBPOMIE3, MJIEBPIKTOMHUS, XUMHYECKH# I1JIEB-
pojie3, NpOUIMBAaHHME HJIM JlazepHasi abJalusi- cyOIJes-
pansHBIX Oyaur. [Tonb3a XUPYpPruuecKuX BMEIIAaTebCTB Y
GOJIBIIHHCTBA GOJBHBIX MPEBHILIAET HX BO3MOXKHEIN PHCK.
B nocsepHee BpeMsi B CBS3H ¢ OYpHLIM pa3BUTHEM TpaHC-
IUIAaHTAlMK BO BCEM MHpe XHpPYpruyeckHe IMOAXOMbl 3HaYH-
TeJbHO M3MEHHJHCh. Ec/lH mauueHT paccMaTpHBaeTcs
Kak MOTeHUHANbHBIH KaHIUAAT VISt TPAHCIJIaHTALMH JIer-
KHX, TO PEKOMEHJIOBAHO IPOBEJEHHE OTPAaHMYEHHOTrO XH-
pypruyeckoro mnueBponesa (limited abrasion surgical
pleurodesis), uTo6bl B JajbHeNlIeM OBUJIO BO3MOXKHO
BEITIOJIHUTh JHCCEKIHIO IJIEBPHI NPH INepecajike JIETKUX
[64]. Eciu e 60JbHON CUMTAETCS HENMOAXOASUIMM KaH-
JIHUIATOM JUISl TPAHCIIAHTALMHU, TO 60Jiee MPEANOYTHTEb-
HBIM SIBJISIETCS IPOBEJIEHHE XMMHYECKOTO MJIEBPOie3a TIPH
nomomy Tajeka (5 r), moxcuumkiaunHa (500 wmr) wuiau
6aeomunna (80 EJI) [32,63]. Passutue TopakocKomu-
YeCKOM TeXHHKH MO3BOJISIET B HACTOSILIEE BpeMsl MpoBe-
JIeHHEe XHPYPrHYeCKOro U XMMHUYECKOTO IJIEBPOLIE3a, IPo-
IUMBAHHE M JIa3epOKOAryJsiuio Oy/sl ¢ MHHHMAaJbHBIM
puckoM st 6osbHoro [90,18].

Jleroynoe KpoBoTeyeHnue

KpoBoxapkaHbe sIB/IsleTCsl YaCTHIM CHUMIITOMOM Y B3pOC-
JbIX GosbHBIX MB U 0GBIYHO He TpebyeT CHelHaJbHOro
nevyenus. OHAKO NMPH MAaCCHBHOM JIETOYHOM KPOBOTEUEHHH
HeoOXOMMa 3KCTPeHHasi MoMolb. MacCHBHBLIM NPHHSTO
CUMTaTh KpoBOTeueHHe o6beMoM Gomee 240 ma /eyt [35].
YactoTa BO3HMKHOBEHHSI MaCCHBHOTO KPOBOTEYEHHS Y
B3pOCJbIX GosbHBIX pocTHraeT 7% [47]. Maccusnoe
KPOBOTEUEHHEe MOXKET HEeMOCPEACTBEHHO YrpoXKaTh XKH3HH
60JIBHOTO, HE CTOJILKO IO NMPHYMHE HAPYUIEHHSI CHCTEM-
HOH TeMOAMHAaMHKH, CKOJIbKO IO NMpHYHHE HapyLIeHHUs
BEHTHJIAILIMU: aXKe HeOOJIbIIOH CIYCTOK KPOBH CITOCOGEH
3aKYIMOPHUTh TJIaBHbIH GPOHX M BBIKJIIOYHTH M3 BEHTHJIS-
MK Bee Jerkoe. OCHOBHBIM HCTOYHHKOM KPOBOTEUEHHS
SIBASIIOTCS OGpoHXHasbHBle apTepud [70]. B ycsosusx
XPOHHYECKOro IPaHYJISIIMOHHOTO BOCIAJIMTENBHOTO MPO-
1lecca NPOUCXOAAT SPO3US HJIM pa3pbiB pacLIHpeHHBIX
OpOHXHAJIBHBEIX COCY/OB, OOJbLIOE 3HAYEHHE HMEET Ipo-
TeOJIMTHUECKasl AECTPYKUMS CTeHKH OpOHXa H cocyja.
JlonoMHUTENbHBIMH (haKTOpPaMH DHCKA Pa3BUTHSI KPOBO-
TEeUeHHUs MOryT ObIThb AedHUMT BUTaMHHa K BciencTeue
MaJlbabCoOpOLUHH HIIM 3a00JIeBaHHH MEYeHH, JIeKapCTBEHHO
o6ycJioB/IeHHasl AMCHYHKIHS TPOMOOLUTOB, TPOMOOLUTO-
NEeHHs BCJEACTBHE THnepcriedusma [112].

Heo6xonuma cpouHasi rOCHHTAJIM3alust GOJBHOTO B
OTAeJIeHHe WHTEHCHBHOH TepanuH, Iie MPOBOAUTCS He-
TIpepLIBHBIH MOHHTOPHHT yJIbCa M apTEPHAJIBHOTO JIABJIEHHS,
HaCHILIEHHsI apTepHajbHOH KpoBH Kucjopoaom (SaOgq).
UYame Bcero Jiero4yHoe KpPOBOTEYEHHE aCCOLMHPCBAHO C
060CTpeHHEeM BOCMAMUTENbHOrO Mpolecca B JIETKHX, ITO-
3TOMY MalMeHTaM BCeria Ha3HayaloT BHYTPUBEHHYIO aH-
THOHOTHKOTepanHio. MicxoiHO BceM GOJIBHBIM TaKXKe Ha-
3HAYalOT KOHCEPBAaTHBHYIO Teparnuio, BKJIIOUYAIOLLYIO TOKOH,
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TIOJIOXKEHHUE TallHeHTa Ha CTOPOHE MCTOYHHKA KPOBOTEUEHHSI
(ecsi ycTaHOBJIEH MCTOYHHK), CEJaTHBHBIE Ipenaparsl,
BpEMEHHOe TpeKpallleHHe MOoCTYpajibHBIX JApeHaXeH, oT-
MeHY HEeCTEpPOHIHBIX NPOTHBOBOCHAJIMTEJBHBIX IpernapaTos,
MpH MOBBILIEHHH NPOTPOMOHHOBOTO BpeMEHH — HasHa-
yenue ButamuHa K (5—10 wmr). [Ipu HapyuieHuu remo-
JMHAMHKH TPOBOAAT TpaHC(Y3HIO PacTBOPOB H KOMIIO-
HEHTOB KPOBH, NPH HapacTaHHM JbIXaTeJbHOH HeJocTa-
TOYHOCTH — KHCJIOPOATEPAIHIO HIIH HCKYCCTBEHHYIO BEH-
tussuuio Jerkux. O6cyxaaercst BOSMOXHOCTb IPHMEHEHHST
Ba30MPECCHHA U JIeCMOINPECCHHA, B OIHOM paboTe 10Ka3aHa
3(h(heKTHBHOCTb Ba30MPECCHHA, Ha3HAYaeMOoro BHYTPUBEHHO
B BUJle 6outioca B 1o3e 20 efl. ¢ MocJIeyIoHM HellpepbIBHBIM
BBeJleHHeM co ckopocTbio 0,2 en/ MuH B Teyenue 36 4 [10].

Kak mpaBuiio, aheKTHBHOCTb KOHCEPBATHBHBLIX Me-
POTIPHSITHIA IIPH MaCCHBHOM KpOBOTeUeHUH HeBeJuKa. [1o
naHHeM Crocco u coasm. [25], netanbHOCTb GOMBHBIX
TNpH JIErOYHOM KpoBoTeueHHH Gosiee 600 mi1 B TeueHue
16 4 TIp¥ KOHCEPBAaTHBHOH TEpanuH COCTABJSET OKOJO
78%, a NpH BHIOJHEHHH MHBA3HBHBIX MPOLEAYP H XH-
pPYPTHUECKHX BMeIUaTeNbCcTB CHUXKaeTcst A0 23%. Bo
MHOTHX LIEHTPax MOHUCK UCTOYHHKA KPOBOTEUEHHS HauH-
HAlOT C MpOBeJleHHsI GPOHXOCKONHUH. PuruaHas GpoHXo-
CKOIHUSI CYHTaeTCs 6oJiee NpeouTHTEIbHON 10 CPABHEHHUIO
¢ pu6po6GPOHXOCKONHKEH, TaK KaK IMO3BOJISAET YBEJIHUHTH
BU3YaJIbHBIH 0630p, 3¢ (PEeKTHBHO BHIIOJHHTL SHA0OPOH-
XHaJbHBIH TyasJeT W YAAJHTb 6ojiee KpYMHble CTyCTKH
xpoeH [70]. B 1o e BpeMsi pHGPOGPOHXOCKOMHS MOXKET
oKa3aTbCsl 6oJiee afieKBaTHBIM NMocoOHeM NpH JIoKalu3a-
IIMM UCTOYHHKA KPOBOTEUEHHSI B BEPXHHX JOJIAX JIETKHX,
BO3MOXXHa KOMOMHAIMS JABYX OPOHXOCKONMHYECKHX METO-
10B: GHOPOGPOHXOCKON NPOBOASAT Yepe3 KaHaJl PUTHAHOTO
6pouxockona [31]. MicTouHMK KpOBOTEUeHHs: NpH GPOH-
XOCKONHH BHIABJSIOT B 86% cllydyae NMpH Mpomo/IKalo-
meMcsi KpoBOTeueHHH ¥ B 52% mocie mpekpauieHus
kpoBoTeueHus [78]. Bo BpeMsi GPOHXOCKOMHH BO3MOXHO
TNpOBEIeHHEe MHTYOAlMH TVIaBHOrO OGPOHXa HernopaXKeHHOro
JIETKOTO [1JIs1 IPeOTBPAlleHHs acIipalui KPOBH H obec-
TneyeHHUst BEHTHJISLMK. B SKCTPEHHBIX CHTYalUHSX MPOBOAAT
TaMIIOHaly TJIaBHOrO GpOHXa MOpPaXX€HHOH CTOPOHBI Ka-
TeTepoM ¢ Oa/yIOHYHKOM THra PorapTH, BHINOJHAIOT
SHA06POHXHAJbHbIE HHCTHIISLMH PacTBOPOM aJipeHasHHa
uepes uppurauHoHHslH katetep [95]. DdpexTuBHOIM Mpo-
Lelypoil SIBJISIETCA JlaBaXX KPOBOTOYALIEro CerMeHTa Xo-
JIONHBIM (hH3HOJOTHYECKHM pacTBopom [23], pactBopamu
dubGpuHoreHa uau tTpombuna [102].

Hau6osee a¢hheKTHBHEIM METOAOM TepaluH IpH Mac-
CHBHOM KPOBOTEYEHHH CUMTAETCSl pe3eKIusl KPOBOTOYa-
mero cermeHta Jerkux [108]. Opmako BemONHEHHE
OIepaTHBHOrO BMELIATE/bCTBA YaCTO HEBO3MOXKHO Y 60/Ib-
Horo MB, Tak Kak KpoBOTeYeHHe pa3BHBaeTCsl Ha (oHe
3HAYHTEJIbHOTO OrpaHHYEHH s BEHTHIISIIMOHHOTO pe3epBa.
Ecau nmporHosupyembiii 06beM (HOPCHPOBAHHOTO BBIZIOXA
3a 1 ¢ (ODB,) nocae onepaunu coctaBuT MeHee 800 mu,
onepaluH He MPoBOAAT. B peiIkuX cilyyasx npensTcTBHEM
ISl XHUPYPTHUECKHX ONepalHil MOXKeT cTaTh HapylIeHHe
CHUCTEMBI CBEPTLIBAHHUS.

OpHUM U3 COBpeMEHHBIX 3(P(PEeKTUBHBIX METOAOB JHar-
HOCTHKH H JIeUeHHs JIErOYHOro KPOBOTEYEHHsl SIBJSIETCS
cejieKTUBHas apTepuorpacdusa ¢ nocseaymoued amoéo-

ausaumeit 6poHxuansHbix aprepuii [94]. Jlauunas npo-
1eflypa MPOBOAMTCS TOJNBKO BO BPEMS KPOBOTEUEHHS HJIH
He 1no3xe, yem uyepe3d 6—12 4 nocjie 0CTAHOBKH KPOBO-
teuenus [108]. Ycrneunas octaHoBKa KpOBOTEUEHHS TIPH
sMGoaM3aLHK MoXeT moctHrath 77—95% [56,98,110],
MO3TOMY B HEKOTOPHIX LEHTPaX NpH JIETOYHOM KPOBOTE-
YeHHM JaHHBIH METOJ pacCMaTpHBAETCsl KaK HayallbHBIH
METOJI IMarHOCTHKH H JieueHust [47]. BpoHxocKornust 06bI9HO
obnajaeT OGoJibllel JHArHOCTHYECKOH IEHHOCTBIO ISt
BBISIBIEHHS] HCTOYHHKA KPOBOTEYEHHS, YeM apTepHorpa-
¢us (55%) [88]. Ommako npu MB, xorma Ha doHe
XPOHHYECKOTO BOCMAJIUTENBHOTO Mpoliecca B JerKHX Mpo-
HCXOJMT AMJIATALMS JIETOUHBIX apTEpHii, AHAarHOCTHYECKast
YyBCTBHTEJILHOCTh apTepHorpaduu JOBOJIBHO Bhicoka. ITo-
Ka3aHUSIMH K apTepuorpauu U sMOOJH3aLHH SIBISIOTCS
1) snusom kpoBoTeueHuss o6bemom Gosee 300 mu ¢
COMYTCTBYIOLIMM €XKeJHEeBHEIM KPOBOXapKaHbeM; 2) TpH
1 GoJiee 3MKM30/la KpoBOTeUYeHH oObemoM Gosiee 100 ma
B TeYEeHHe HeJlesIH C CONMYTCTBYIOLUMM €XXeAHEBHBIM Kpo-
BOXapKaHbeM; 3) XpOHHUECKOe HapacTalolliee KpoBoXap-
KaHbe, Hapylaioulee OOBIYHBIA JKHU3HEHHBIH pexum; 4)
KpPOBOXapKaHbe, MNpEeNsTCTBYIOLIEe IPOBEJEHHUIO MOCTY-
pajbHOTO ipeHaXka W jomaiuHel Tepanuu [22].

B kauecTBe MaTepHaJIOB sl SMOOH3ALMH IPUMEHSIOT
Gelfoam (xenatuHoByio ry6ky), fvalon (nonuBuHHIAN-
koroib) [99,100]. C nauHo# mpoueaypot MoryT GbITh
CBSI3aHBI CEPbE3HBIE OCJIOXKHEHHUs], TAKHE KaK MOBPEeXK/eHHE
CIIMHHOTO MO3ra, HH(APKTHI JIETKHX, PACCIOEHHE apTepHH,
N03TOMY 3MOOJIM3aLHsI IOJKHA TIPOBOAMTLCS B KPYMHBIX
LleHTpaX, IJle HHTEePBEHUHOHHBIE PAaHOJIOTH HMEIOT 10C-
TaTOYHBIN ONBIT. PekaHanu3auus cocyna U peluauB Kpo-
BOTEUEHHS] MOTYT OCJOXHATh 10 20—55% Bcex aHrHo-
rpaduueckux BMmemateasbcts [56,70]. B uccaenosanuu
Brinson u coagm. 3(h(hSKTHBHOCTb OAHOH MpOLELYpHI
sMbosu3aukn y GoabHeix MB cocraBuna 75%, ABYX
BMeltaTenscTs — 89%, Tpex BMemaTenbets — 93%, a
PELHAMB KpOBOTeueHH# coctaBu 46% co cpenHHM Bpe-
MeHeM MOBTOpHOro KposoTedenusi 12 mec [12].

ATrelekTas

JloBosibHO yacThiM ocJioxkHeHHeM MB siBaisiercs cer-
MEHTapHBIH aTesleKTa3, pexxe BCTPeyaloTest KOJJIArc 01
JIETKOTO WJIM flaxke Bcero Jierkoro. OCHOBHOH NMPHYHHOM
Pa3sBUTHS aTeJIeKTa30B SBJSETCS OOTypalMsi KpPYMHBIX
OGPOHXOB CJM3HCTHIMH NMpPOOKAMH, YacTO TaKHe MPOOKH
MMEIOT BHI IVIOTHBIX CJIENKOB 6POHXOB (ITOf0GHbIH CHHAPOM
MOXKeT 0603HayaThCs Kak (PUOPHHO3HBIH, “IJIaCTHUECKHH ",
ncesaoMeM6paHosHbli 6pouxut) [51]. ITpuunnoil o6pasosa-
HHS CJM3HCTHIX NMPOGOK MOXKET TaK)Ke GBITh CONYTCTBY-
IO aJlIeprudeckui GpoHxovterouHslit acnepriiies (ABJIA)
[47]. ArenexTas foNH JIETKOTO SIBJISIETCSI CEPLE3HOM MPO-
6J1eMOH, TaK KaK CyIIEeCTBEHHO YXY/LIaeT ra3oBbli COCTaB
apTepHalIbHOM KPOBH M KJIMHMYECKOE COCTOSTHHE MaLeHTa.

OcHOBHO¥ Teparnuel sBJIsSeTCS aKTHBHAs (PU3HOTEpanHsl,
aHTHOHOTHKOTepanusi. HekoTopbie aBTOPHl TaKKe peko-
MEH/IyIOT Ha3HayaTh [IIOKOKOPTHKOCTEPOU ALl (UTO onpas-
nauo npu ABJIA), CPAP-tepanuio 1 AbiXaHHe C Nepeme-
XKaIOLIMMCS MOJIOXKHTebHBIM JaBjenreM [47]. Eciu KoH-
cepBaTHBHasl Tepanus He NMPUHOCHT 3¢deKTa, TO NpoBo-
auTest prubpodponxockonus. Bo Bpemst pHEpoOpOHXOCKONHH
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NMPOBOASIT OTCAChIBAaHHE CEKpeTa, yAajleHHe CJIH3HCTHIX
npo0oK, INpH OOHUJIBHOM BSI3KOM CeKpeTe HeoOXOAMMO
IPOMBIBaHHE TEIUIBIM (DH3HOJIOrHYeCKHM pacTBopoM (orpa-
HUYeHHBIH naBax) uan 10% pactsopom N-aueTHiumcTen-
Ha [29]. DddekTHBHOCT GPOHXOCKOMMYECKHX MPOLEAYp
npu atesektase pocturaet 85% [106].

B HeKOTOpHIX cJydasix H3-3a HHU3KOro KOMIIaieHca M
BBICOKOTO KPHTHYECKOTO JIaBJEHHS OTKPHITHS CIIaBLIMXCS
aJIbBeoJI NIPOBEJIEHHE OTCAChIBAHUS U JIaBaXka He NPUBOIHT
K pacnpaBJieHHIO aTeseKkTasa. IIpu piuTesbHOM cylie-
CTBOBAHHHM aTeJIeKTa3a ONACHOCTh Pa3BUTHST HH(EKUHMOHHBIX
OCJIOXXHEHHH 3HAYMTEJIbHO BO3pacTaeT, MOITOMY BCerja
HEOOXOMMO CTPEMHTBLCS! K MOJHOMY pPacCHpaBJIEHHIO CIaB-
1Ierocsi yyacTka Jierkoro. B kauecTBe MeTONOB Tepanuu
pedpakTepHOro aTesieKTasa OblIO NMPENIOKEHO HECKOJIbKO
METOJI0B, TaKXKe OCYLIECTBJISIEMBIX IPH IIPOBEIEHHH OPOH-
xockonuu. OHHM U3 TAKHX METOJIOB SIBJISIETCSI HHTPaGpPOH-
XHaJIbHasl BEHTHJISLUS C TOJIOXKHTEJbHBIM JlaBJeHHEM
oxoJio 20 cM BOA.CT. MOCJIE NMpeABAPUTENbHON OKKJIIO3HH
GpoHXa mopa)keHHoro perdona [44]. Opnako, HecMoOTpsi
Ha JIOCTaTOYHYIO 3()(eKTHBHOCTL, METOJ AOBOJBHO CJIOXK-
HBIH U poporocrosiui. JIpyrum, 6osiee MpoCcTEIM METOAOM,
HarnpaBJIeHHbIM Ha NPeoJoJIeHHe KPHTHUECKOTO JaBJIEHH S
OTKPBLITHS, SIBJISIETCS METOJ CeJIeKTHBHOH HHTPabpOHXHU-
asbHON uHCY(dIsiuuH Bosayxa [96,101]. B ocHose meTona
JIEXKHT TMOcJIefloBaTeNIbHasl OKKJIIO3HSI KaMIOro CerMeH-
TapHOro G6pPOHXa CMAaBLIErOCs JIETKOTO MJIH J0JIH C IocJe-
AYIOUMM, KOHTPOJNMPYEMBIM 1O MaHOMETPY, BAyBaHHEM
BO3/lyXa yepe3 KaHaJj 6pOHXOCKOINA MoJ AaBJIEHHEM OKOJIO
30 cm Boa.ct. ITonHas peakcnaHcus pedpaKkTepHBIX aTe-
JeKTa3oB HaGuonaetcst moytH B 85%, B HEKOTOpPBIX
cllydyasiX MOryT MoTpeGoBaTbCsl NOBTOPHBIE MPOLENYPHI
(npu aToM paBieHHe MHCY(QUISALUHM NOBHILIAT elle Ha
10 cm Boa.cT.), MeTon GesonaceH, MOGOYHBIE 3D(PEKTH
MpakTHYeCKH oTcyTcTBYIOT [43].

Kak npaBusio, npakTHYecKu cpasy rnocje pacrpaBiieHHs]
aTeJieKTasa IPOUCXOIHT 3HAUHTEJbHOE YJIy4dllleHHe ra30Boro
cocTaBa apTepHaJbHOM KPOBH W yMEHbLIEHHE aJIbBEOJIO-
aprepuasbHoro rpagdenta 1o Og [101]. TTocne pasperenus
aTeJieKTasa akTHBHasl (DH3HOTepamHs AOMKHA OBITH Mpo-
JIOJDKeHa, TaK KaK GPOHXOCKOMHSI He YCTPaHSIeT NPHUYHHBI,
NpUBe/lled K Pa3BUTHIO aTeJieKTasa.

Ocry pasi AbIxaTeJibHasi HeIOCTATOYHOCTDh

Octpas npixatesnbHas HegpocratouHoctsh (OJIH) siBas-
eTcsl OIHOM M3 OCHOBHBIX NPHUYHH CMepTH GoJbHBIX MB
[47]. Kak npasuso, OJIH BosHHKaeT Ha (oHe yKe cylue-
CTBYIOLIEH XPOHHUYECKOH AbIXaTeJbHOH HEeOCTATOYHOCTH
(XIIH), npu pasBHTHH BbIpa’KeHHBIX MophodyHKIHO-
HaJIbHBIX H3MEeHEeHHH JIeTKHX — cHiKeHHH OPB| meHee
0,8—1 a. 1y dopMy AbIXaTeNbHOH HENOCTATOYHOCTH
yacTo 0603HAYalOT KaK ocTpyio AekommeHcauuio XJH
(acute decompensation of chronic respiratory failure) [6],
WJIH OCTPYIO JbIXaTeNbHYIO HEeNOCTaTOYHOCTb Ha (hoHe
xponuueckoi (acute-on-chronic respiratory failure) [76).
HauGonee 4acThIMH NPEUMIHTHPYIOIMMH (aKTOPaMH pas-
ButHa OJIH siBasiioTcst GakTepHasibHble H BUPYCHbBIE HH-
(hekuHH TpaxeoOPOHXHAJILHOTO [iepeBa, peXxe — MHEBMO-
HHUSl, aTeJIeKTa3, THEBMOTOPAKC, apUTMHH, 3JIEKTPOJIHUTHEIE
HapyIIeHHs!, ITPOreHHble NPHUYMHLL (HEKOHTpOJIHpyeMas

KHCJIOpOATEpanHts, HasHaueHHe CeJaTUBHLIX NIPEnapaTos,
XHpypruyeckue BMellaTeabcTBa). OCHOBHBIMH MaTO(H-
3HoJlornyeckuMH Mexanuamamu npu OJIH siBasiiorcsi BHI-
pakeHHble HapyIIeHHs! KIUpeHca GPOHXHUAJILHOTO CeKpeTa,
MOBLILIEHHE PE3HCTEHTHOCTH JbIXaTeJbHBLIX MyTeH, BEHTH-
JISUHOHHO-TIephy3HOHHBIH auc6aliaHe, HapyLUeHHe LEeHT-
paJIbHOro MHCIHMPATOPHOrO JpaiBa, JHHAMHYECKas THIIe-
PUHOIALKS C CO3aHHEM “BHYTPEHHEro” MoJIOXKHTEIBLHOrO
JaBjieHust B Kouue Buioxa (ayrto-TIJIKB), ciabocts U/ wau
yTOMJIEHHE JbIXaTeJbHOH MYCKYJaTyphl, JIErOYHasi THIIep-
TEH3Hs, HapylleHHe TpaHCHmopTa Kuciopozna. Bce atu
HapyLIeHHs] MOTYT MpPHCYTCTBOBaTb B Pa3HOOOPa3HBIX
COYETaHHUSIX U CTENEHSX BhIPaXKEHHOCTH.

Knunuyeckue nposisnenus npu OJIH B Hemaso# cre-
NMeHH 3aBUCAT OT NPELUIUTHPYIOIEro (pakTopa (6poHXH-
albHasi MH(EKUHs, THEBMOHHS, THEBMOTOPAKC), XOTsl B
o6LEeM CHMMTOMBI YacTO CXOJHbIE M OTPaXKaloT MPHCYT-
CTBHE THNOKceMHH (LEeHTpasbHBIH LHAHO3, TaXHUKapaus,
HapylleHHe CO3HAHHS), TMNepKanHuu (MOTIMBOCTD, XJIO-
MaloWKi TpeMop pyK, 6€CCOHHHLA, YTPEHHHE TOJIOBHBIE
6OJIH, CIyTaHHOCTb CO3HAHHS BIUIOTH 10 KOMbI), AMCHYHK-
LUHH JAbIXaTeJbHOH MYCKyJaTypsl (AMCIHOe, TaXHIHOe,
yyacTHe B IbIXaHHH BCIIOMOraTeJNbHOH AblIXaTeJNbHOH MYcC-
KyJlaTypbl — HamnpspKeHHe mm. scaleni, allbTePHUPYIIHH
PHTM JIbIXaHHSl U aOGOMHHAJIbHBIE TapafioKe — MHCIHpa-
TOPHOE BTS)KEHHE BEPXHEro OTAeJsa GpIOLIHON CTEHKH),
JeroyHoro cepaua (HaGyxaHue WIEHHBIX BeH, nepHpepH-
yecKHe OTeKH, rematomerainsi). OueHb YyBCTBHTENbHBIM
H JIOCTYNMHBLIM KJIHHHYECKHM IMPHU3HAKOM, OTPaXKalolIHM
TSDKECTh AbIXaTeJbHOH HeJIOCTaTOYHOCTH Y G0JIbHEIX MB,
IBJIIETCS] YacTOTa CMOHTAHHOrO ABIXaHHsSI GOJILHOTO, KO-
TOpasi HMeeT BLICOKYIO KOPPEJSUHOHHYIO CBSI3b C YPOB-
HeM OOCTPYKIMH AbIXaTeJbHbIX MyTeH, THNepHHpIsIHeH
JIETKHX, apTepHaJbHOH OKCHI'eHaUHeH M TOopaKoabIoMH-
HaJIbHOH JrcKkoopauHalmeii [15]. Bosee TouHod o TsKecTH
OJIH siBnsiercst HHGOpMaLHsi, NoJydaemMast IpU HCCIe/10-
BaHHM ra30BOT0O COCTaBa apTepPHANIbHOH KPOBH: NaplHabHOe
HanpsiKeHHe Kuciopoa (paO2) o6bYHO MeHblIe 55 MM
PT.CT., NapLHabHOe HanpshKeHHe yriekucoro rasa (p,COsq)
Gosiee 45—>50 MM pr.cT. LleHHBIM MOKa3aTtesieM, oTpaxa-
IOLIHM CKOPOCTb PAa3BUTHS IbIXaTeJNbHON HEJIOCTATOYHOCTH,
asasiercss pH aprepuanbroit kpoBu, npu OJIH, kak npa-
BuJo, pH meHsbie 7,35.

OcHoBHbIMH mopxosamMu K Tepanuu OJIH npu MB
IBJISIETCA yCTpPaHEeHHe NPHYHHBI o6ocTpeHHs (aHTHGHO-
THKOTEpanusi, pa3pelieHne NHEBMOTOpaKca, aTejieKTasa,
Tepanust HapylLIeHHH PUTMa M Ap.), MyKOaKTHBHasl Tepa-
MHsi, MOOHJIH3aLMS H yaajleHHe GPOHXHAJILHOTO CeKpeTa,
6pOHXOpAaCIIHpSIOLIas Tepanusi, KOpPeKUust HapyLeHHH
rasoo6MeHa, pecnupaTopHasi noaaepxKKa.

Anmubuomuxomepanus

Bcem naumentam ¢ o6octpenneMm MB BHyTpHBEHHO
HasHavaloTcsd aHTHOMOTHKH B TeueHHe 14—21 nus. Kak
NpaBHJIO, Ha3HayaeTcsl KOMOMHAUMS aHTHOAKTEpHABbHBIX
NpernaparToB, COCTOSILIAS M3 AMHHOTVIMKO3HWAHOrO H fB-
JIAKTAMHOT'O aHTHOHOTHKOB, aKTHBHBIX NMPOTHB P.aerugi-
nosa. KomGuHalust npenapatoB HeOOXOAMMA /ISl CHUIKEHHSI
CKOPOCTH pa3BHUTHSI PE3UCTEHTHOCTH BO3OYAHTENEH K
anTH6HoTHKaM [80]. O6bIyHO Henonb3yemble npenapaThl
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Tabnuuya

AHTMOMOTUKK, UCNoNbL3yemble nNpu o6ocTpeHusx GpoHxo-
nerouyHbix nHdexkuuii y 6onbHbIX MykoBucuuaosom [113]

MuKpoopraHnam AnTubakTepuansHblia npenapar (mﬂ:rjam) K::aer::;:
MepoparnbHo
Staphylococcus HAuknokcaumnnuH 25—50 4
aureus Liedpanekcut 50 4
KnuHpaMuumH 20 3—4
Haemophilus AMOKCULMNNNH- 40 3
influenzae KnasynaHar
AMOKCULMNNUH 50—100 3
TpumeTonpum- 20 2—4
cynbdameToKcasoH
Pseudomonas LivnpodnokcaumH 15—30 238
aeruginosa
BHyTpuBEeHHO
S.aureus JuknokcaunnnuH 25—30 4
Llecpanekcux 100 4
Knuuaammums 20 4
BaHkoMWUUUH 40 4
P.aeruginosa TobpamMuumH 8—20 1—3
AMukKauuH 15—30 2—-3
HetunMuumH 6—12 2—3
Kap6enuumnnua 400 4
TukapuunnuH 400 4
MunepauunnuH 300 4
Tukapumnnui-knasynasatr 400 4
MmuneHem-uunactatui  45—90 3—4
Liedrasnaum 150 3
AsTpeoHam 150 4
NHransauuoHHo
Burkholderia Xnopamdennkon 50—100 4
cepacia TpumeTonpum- 20 4
cynbpameTokcason

M afleKBaTHBIe M103bl MpEeACTaBJieHs B Tabiuue. BuiGop
AHTHOMOTHKOB /IS 60/IbHBIX MB OCHOBBLIBaeTCS Ha JaHHBIX
6aKTepHOJIOrHYECKOr0 HCCJIe/IOBAHHS MOKPOTHl H H3yye-
HHS YyBCTBHTEJIbHOCTH MHKPOOPTraHH3MOB K IpernapaTam.
XoTst MOKpOTa M3-3a opodapHHreasbHOH KOHTaMHHALUH
He BCerja TOUHO OTPaXKaeT MHKPOOHBIH MeH3aXk HHXHHX
JBIXaTeJIbHBIX MyTeH, cneld(HYHOCTh HCCIIEIOBAHHS MOK-
POTHI 1JIs BhIsSIBIEHHS1 P.aeruginosa 1ocTaTO4yHa BBICOKA
[80]. Tpu orcyrcTBuM 3¢ddexTa OoT HaYaJbHOH SMIHPH-
YecKoM aHTHOMOTHKOTEpPAlNHH H OTPHULATEJNBHBIX pe3yilb-
Tatax noceBa MOKPOTHI ISl HAEHTH(HKALHMH BO30YAUTEIS
MOXKeT IMoTpe6oBaThCS MPOBe/ieHHe GPOHXOCKOIHH ¢ 3a-
60poM ceKpeTa W3 HHXKHHX JbIXaTeNbHbIX nmyTed. OTBeT
Ha Tepanuio aHTHOHOTHKAMM pacLeHHBaeTcsl Kak IoJIo-
YKHUTEJbHBIH, eci OTMeYaeTCsi HapacTaHue rNoKasareleH
dyHKimK BHetHero apixanust (PBJI), CHIDKeHHE MIIOTHOCTH
BO3OYyIMTEJIEH B MOKPOTE, YJIy4llleHHe OOLIero COCTOSTHHS
GoabHoro [82].

Kax nonoJiHeHHe K BHYTPHBEHHOH aHTHOHOTHKOTEpa-
MUK TpH 06OCTPEHHH OPOHXOJIETOYHOro Mpolecca MpH

MB B03MOXHO Ha3HaYeHHE WHTAJISILIMOHHBIX aHTHOaKTe-
pHaJbHBIX NIpenapatoB. B psifie uccieoBaHu# MPOIEMOH-
CTPHPOBAHO, YTO COYETAaHHE HHTaJNSLHOHHOIO H BHYTDH-
BEHHOTO MyTel BBeJIeHHs] aHTHOHOTHKOB MO3BOJISIET Yallle
JOGHTBCS dpafMKalMK P.aeruginosa u3 MOKPOTHI, OHAKO
JaHHBIA 3 heKT No0BONbHO HenmponoukuTeeH (1—2 mec)
[89,100].

Oco6yio TpeBOr'Y BEI3BIBAET KOJOHH3ALUMS H HHDEKIHS
JBIXaTesbHeIX nyteid Burkholderia cepacia. Bo MHOrHX
cTpaHax B TeyeHHe nocyepHero 10-1eTusi orMeyeH cTpe-
MHTEJbHBIH POCT HHOHUHMpOBaHHS GoabHHIX MB 3THM
natoreHom [39]. JlaHHBIH MMKpOOpraHHsM pe3HCTEHTEH
MPaKTHYeCKH KO BCEM M3BECTHBIM Ha CETrOAHALIHUN JeHb
aHTHOMOTHKAM, H3BECTHBI CJIy4yad QyJIbMHHAHTHOTO TeYe-
HUsI THeBMOHHMH y GosbHEIX MB, BhI3BaHHBIX B.cepacia,
NPHBOASILETO K JeTalbHOMY Hexony. Kpome Toro, HH(H-
uMpoBaHKe B.cepacia CylecTBEHHO yXy/LIaeT BEDKHBae-
mocTb manuenToB MB [17]. Hau6oubuiyio akTHBHOCTD K
B.cepacia in vitro UMeIOT TPHMETONPHM, XJopampeHH-
KOJI, MUMEepOLMJIINH, nunpodiokcauut. HepaBHo Takxke
M0Ka3aHa BO3MOXKHOCTb HCIIOJIb30OBAHHS MEpOIeHeMa MpH
unexuun B.cepacia [17].

Mykoaxmuenas mepanus,
mobuauzayus u yoanenue cekpema

ITpu o6ocTpenun MB HabmoaaeTcs MOBBILIEHHE THOMHO-
CTH MOKPOTBHI, yXYy/lLIEHHe ee BA3K0JIaCTHUYECKHX CBOKCTB,
HapylIeHHe KJIHpeHca U OTAeJeHHs ceKpeTa, YTo MPHBO-
JUT K TOBBILIEHHIO OGCTPYKUHMH MABIXaTEJbHBIX MyTeH.
Tepanusi, HanpaBJieHHass Ha MOOMJIM3aLMIO H YJaJleHHe
ceKkpeTa, OOBIYHO COCTOHT W3 MYKOAKTHBHBIX IperapaToB
¥ (U3HOTepaneBTHYECKUX Npoueayp. 3afauyed MyKoak-
THBHOH Tepanuu SIBJASIOTCS yJy4dlleHHe PeosIOTHYecKHX
CBOMCTB MOKPOTBI, CHHXKEHHE ee BA3KOCTH H MOBbIIeHHE
ee KaupeHca. K OCHOBHBIM MYKOAaKTHBHBIM Iperaparam,
npuMeHsiioumMest npu MB, otHocsiTest N-aueTHIUMCTERH,
am6pokcoa, JIHKa3sa, runeproHHyeckue pacTBOPHI.

N-aperuauucrens (bamymynua, AL, MyKoco/BHH)
paspyuiaet 3-MepHYyIi0 OpraHH30BaHHYIO CeTh MOKPOTBHI 32
CUeT MEMOJUMEPU3ALHH AUCYNb(OHAHEIX CBsI3eH, KpoMme
TOrO, Mpenapat faetT aHTHoKcuaauTHeii [50] U npoTHBo-
BocnanuteabHb addexr [81]. IMpemapar HauGousee
3¢ peKTHBEH NPH HHTANSIHOHHOM BBeIeHHH, OOLIYHO ero
HasHauaioT 1o 300—400 mr 2—3 pasa B cyTkH. OpHako
HEeOo6XOAUMO MTOMHHTB, YTO MIPH a9PO30JbHOM Ha3HaUYeHHH
N-aueTHanHCTeHHA BO3MOXHO pa3BUTHe OpoHXocliasMa,
KpOME TOTO, IpernapaT MOXeT OKasblBaThb MPsIMOE MIPOBOC-
najuTeJbHOe NEHCTBHE HA CIM3HCTYIO OPOHXOB, TaK Kak
pacTBop HMeeT oueHb Hu3kuii pH — okouso 2,2 [86].
Am6poxcoa (JacanbBaH) OTHOCHTCST K MYKOPETyJisiTopam,
OCHOBHBIMM ME&XaHH3MaMH ero AeHCTBHS SBJSIOTCA HOP-
MaJIi3aLHst COOTHOLIEHHS KHCJIBIX H HEHTPalbHbIX CHAJIO-
MYIIHHOB B MOKPOTE, CTHUMYJISILHSA NPOAYKLHH cyphaKTaHTa
alIbBEOJIOLMTAMH 2-TO THIA, YCHJIEHHE MYKOLHJIHapHOro
TpaHcnopTta. [Ipenapar takxe GoJsee 3(HeKTHBEH MPH
MHTaJISILIHOHHOM TYTH BBEEHHs, CpefHsis 103a okoJo 30 Mr
3 pasa B cyTKH. Bo3M0OXHO KOMOMHHPOBaHHOE Ha3Haye-
Hue N-aueTHILMCTEHHA M aMOpoKcoJsa, MPH 3TOM OAHH
M3 MpenapaToB BBOAMTCH HHTAJSLMOHHO, a JApPYyrod —
nepopa’ibHO.
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OnHuM M3 caMbIX TMEpPCNeKTHBHLIX Ha CEerofHsIIHHMH
JIeHb MYKOJIMTHYECKHX TPEenapaToB sIBJSETCS PEKOMOHHAHT-
Hasi JesokcupuGoHykieasa — JAHKasa (mynbmosum).
JleficTBHe mnpemnapaTa OCHOBaHO Ha JAENOJHMEPH3alHH
JIHK — npoayxTa fesHHTerpauuu HeiTpoHIOB MOKPOTHI,
HT'PAIOIEro BaXKHYI0 poJib B ()OPMHPOBAHHH 3-MepHOH
“cern” myumHosoro reas [3]. K Hacrosimemy Bpemenu
NpoBe/ieHbl TPH (hasbl KIMHHUECKHX HCIIBITAHHH Tpenapara,
MOKa3aBUIHX ero 6e30nacHOCTb, CMOCOGHOCTDb YJyYllaTh
nokasarenu PBJI, nucnHoe, KauecTBO XH3HH, a TaKkKe
YMEHbLIaTh YHCJIO HH(EKIUHOHHBIX 000CTpeHH# 3aboJie-
BaHMsl, YHCJIO JIHEH BHYTPHBEHHOH aHTHOHOTHKOTEpAIHH
u rocnuranusaunu [49]. OnHako Bce uccenoBanHs mpo-
BOJMJIMCH Y CTAOUMIBHBIX 60JibHEIX MB, Ha cerofHsIHUN
NeHb M3BECTHO BCEro OfHO HAGJIOAEHHE HCMOJb30BaHHUS
JIHKaser npu o6octpennn MB [110], rae 6bi1a nokasana
Xopouiasi NepeHoCHMOCTh MpenapaTa, BONPOC O ero ag-
(heKTHBHOCTH NpH obocTpeHHH MB ocTaeTcsi OTKPHITHIM.
O6uiyHO npenapaT HasHavaetcs B go3e 2,5 Mr 1—2 pasa
B JleHb B BHJIe HHTAJISILIMK Yepe3 HebyJaiaep, BO3SMOXHO
NpH 00OCTPEeHHH 3aboJieBaHHS MOXET NoTpeboBaThCs
OoJsiblasi 103a, Xopollasi NepeHOCHMOCTb NpenapaTa Ha-
GJiofiaeTcst IpH yBeJHUeHHH 103kl ao 20 mr [49).

Eute onnuM “HeMyKONHTHYECKHM” MOAXOAOM K yJyu-
IIEHHIO DPEOJIOTHH MOKPOTHI SIBJSIETCS HHTaMSIHMOHHOE
NpUMeHeHHe TMIePTOHUYECKUX PACTBOPOB — COJIEBBIX
H jekctpaHoB [53]. dddexT npenapatoB ocHOBaH Ha
CTHMYJISIUMH CEeKPelMH BOAbl B IbIXaTEJbHBIX MYyTSX,
TNOBLILIEHHH THAPATALMH MOKPOTHI M YMEHBIIEHHH MoJle-
KYJISIDHBIX CBSI3eH MeXXJy MaKpOMOJIeKyJaMH cJu3H. Jlo-
Ka3aHO MOBBILIEHHE IKCMEKTOPALUMH MOKPOTHI NMPH MpH-
meHenun 6% cosmesoro pactsopa npu MB, oaHako,
HECMOTpS Ha JIellIeBU3HY H NOCTYIHOCTb AaHHOTO Mperna-
para, CylecTBYIOT OMaceHHs, YTO THIIEPTOHHYECKHH CO-
JIEBOH PacTBOP MOXeT WHAKTHBHPOBATb ONHH M3 TYMO-
pasbHBIX (haKTOPOB 3alUTH — P-nedensuns [86).

HasnaueHne MyKOaKTHBHBIX NpenapaToB HeJ0CTATOYHO
JUIs yJIydIIeHHs! KJMpeHca MOKpOTH. IlauueHTs, umMelo-
mre OPB; menee 25%, Kak NpaBuaIO, He CHOCOGHBI
aJIeKBaTHO 3KCMEKTOPHPOBATh MOKPOTY, [aXKe eCJi¥ IMpH
MOMOUIH MEAHKAMEHTO3HOH Tepanuu AOCTHTHYTO YJyd-
LIeHHEe ee BSIBKOCTHO-3JIaCTHYeCKHX cBOHCTB. [Toatomy
HEOOXOIMMO MPHMEHSATH (hU3MOTEpaneBTHYECKIE METOBI,
HanpapJjieHHble Ha MOGHJIM3aLHIO H yHajleHHe MOKPOTHL.
[Toxasana s peKTHBHOCTb (hDH3HOTEpaNeBTHYECKHX Me-
TOJIOB NPH OGOCTPEHHH JIEFOYHOrO Mpolecca y GoJbHBIX
MB [65E TpanuuHOHHBIM METOOM (pHBHOTEpANHH SIBJS-
eTCsl MOCTypaibHBIA IpeHaX ¢ nepKyccuell U BUGpauuei
rpyaHoi Kietk. ITpouenypa npoBoautest He MeHee 2—3 pa3s
B cyTKH. OlHaKO MeTOJ| IOBOJILHO TPYHLOEMKHIA, IOPOroH,
TpebyeT MHOrO BpeMeHH H, KpOMe TOTr0, MOXKET IPOBOLH-
poBath GPOHXOCNA3M M yXy/IlIeHHe PeCHPATOPHBIX (DYHK-
wit (TpaHsuTOpHAsH runokcemus, cHuxenne ODB), mo-
BhlLLIEHHe (DYHKLIMOHAJIBLHOH ocTaTouHOH eMKocTH — DPOE),
4TO 0COGEHHO HebJIaronpHATHO AAS GOJNBHOTO C AbIXa-
TeIbHOH HefocTaTouHocThio [77]. AnbrepHaTHBOI Tpanu-
LIHOHHOMY MOCTYPaJIbHOMY APEHa)Ky SIBJSIeTCS HEelaBHO
NMpPEeJIOKEHHbIH METOJI BBICOKOYACTOTHBIX KOMIPECCHH
(ocumaisiumit) rpyaHoit KieTkH. BricOKOUaCTOTHBIE Kodle-
6aHHsl CO3MAIOTCS B HAJlyBHOM ‘“JKHJieTe”, COeflMHHEeHHOM

C CHCTeMOH, OCYIIECTBJISIOMIEH MyJbCHPYIOLLYIO MOofauy
Bosayxa ¢ wactoroit 5—22 Hz (AIRapy Vest®) [106].
Jlannas npoueaypa y 6oJbHBIX ¢ o6ocTpennem MB oka-
3ajiacb He MeHee 3()(EKTHBHOM, YeM MOCTYpaJbHbIi IPEHaX,
HO siBJIsseTCs1 6oJiee MPOCTHIM M YHOGHBIM MeTooM [5] u,
BO3MOXKHO, HanboJiee 3¢deKTHBHEIM TOCOGHEM I10 YJIyy-
LIEHHIO KJHpeHca ceKpeTa y GOJIbHEIX C BBIPaXKEHHBIMH
HapyUIeHHSIMH PeCTUpaToOpHBIX hyHKumit [86].
CoxpaHSIOT CBOe 3Ha4YeHHe METOAbl KallJeBOH TeX-
HuKHU. OBBIUHO HCTOJB3YeTCst (HOPCHPOBAHHASK IKCIHpa-
TopHast Texuuka (huff coughing) — 1—2 dopcupoBaHHBIX
BBIJIOXa OT HCXOJHO HH3KHX JIETOYHBIX 06'bEMOB C MOcCe-
AylolleH peslakcalued W KOHTPOJIHPYEMBIM JBIXaHHEM.
Takoit MaHeBp HCKJIIOYAeT AMHAMMYECKHH KOJIJIATIC ABIXa-
TEJIbHBIX IyTeH, 6POHXOKOHCTPHKLHIO U yTOMJIeHHE 60JIb-
Horo [77]. Tlpu OJH u3-3a BBIPaXKEHHO! OABILIKH M
cyabocTH GOJIbHBIE, KaK MPABHJIO, HE B COCTOSIHHH HCIIOJb-
30BaTh HHIMBHJyasbHble METONB (DH3HOTEpanuu: ¢Jat-
tep, PEP-macky (PEP- positive expiratory pressure —
MOJNIOXKHTEJbHOE JaBlieHHe B (asy Bejoxa). B aToi
CHTyallMd BO3MOXKHO NpPOBEJIeHHE Tepanuy MOCTOSTHHBIM
TMOJIOXKHTENbHBIM JIaBJIeHHEM B bIXaTeJbHBIX yTaX (con-
tinuous positive airway pressure — CPAP), kotopasi
COXpaHseT Bce MOoJIoXHTeNbHbIe 3ddekTst PEP-Macku u
npeaJsiaraet AOMOJHHTEJbHbIE TPEHMYIIECTBA.

bponxodunamamopot

IIpu oBocTpenun MB HaGuonaeTcsi HapacTaHue 06-
CTPYKUHMH JAbIXaTeJIbHBIX MyTeH, MOBHILIEHHE PE3HCTHBHOM
Harpyskd Ha amnnapaT JbIXaHHWsi ¥ pabGoThl JBIXaHHS,
TSDKECTH JucrHoe. Y XoTst GpoHXOAMIaTaTOPEl paccMart-
pUBalOTCS KaK OOBIYHBIA BHJ| Tepaniy 060CTPEHHsI GPOH-
X0JIEroyHoro npouecca npu MB B3pocJbix 10 CHX Mop He
CyLIECTBYEeT OOCLUENpPUHATHIX PEKOMEHAALMH 10 BhIGOpY
npenapaToB, MyTH BBEJEHHS, afleKBaTHOH J03bl, paLKo-
HaJLHOH KOMOHHALMH NpenapaTos [24].

Haun6osiee yacTo Henosmb3yeMbIMH 6POHXOAHIATaTOPAMH
npu MB saBasioTcs PBo-alOHHCTB H AHTHXOJMHEPTHKH.
[Toxkasana npumepHO OIMHAKOBAS 3(PHEKTHBHOCTH Mperna-
paToB 3THX KJaccoB npu MB, npuyeM oTBeT Ha cHMMa-
TOMHMETHKH 60Jiee BEIpaXKeH y GOJIBHBIX C COMYTCTBYIOMIEH
THIIePPEaKTHBHOCTBIO ABIXaTeJbHEIX MyTel, a Ha aHTHXO-
JIMHEPTHKH — Y MalHeHTOB ¢ OTPHLATENbHBIMH pPe3yib-
TaTaMH GPOHXOMNPOBOKAUMOHHBIX MPO6 M TMOBHILEHHLIM
BarycHeM ToHycoM [103]. ITpu o6ocTpennu 6ponxoeroy-
HOro mnpouecca, a Tem 6osee npu OJIH uccrenoBanus no
OLEHKEe I'MIEepPPEeaKTHBHOCTH H BaryCHOro TOHyca HeBO3-
MOXHBbI, TO3TOMY Tepamnus NnoAGHPaeTCst SMIHPUYECKH.

[IpenmyiiectBamMu P2-aroHUCTOB SIBJSIOTCS GHICTPOE
Hayaslo AEeHCTBHS, HalMyHe CTHMYJHpYIoliero sgdekra
Ha MyKoLM/HapHbli TpaHcropt [111]. Cpeau npenapaton
Be-aronucToB npu MB HauGoJsiee XOpoLIO H3y4YeHBI Callb-
6yramon (BeHTONMH) U TepSyTamun (Gpukauun). [Ipena-
paThl Ha3HAYalOTCS BHYTPHBEHHO H HHrasssLoHHo. [Ipen-
MOYTHTEJNbHOH HHTaJISIUMOHHON TEXHHMKOH SIBJSIETCH HC-
nosib30BaHHe HeOysaHsepa: He TpeOyeTcsl BHINOJHEHHS
(opcHPOBaHHBIX HHCMUPATOPHbLIX MAHEBPOB, OOeCHeuH-
BaeTCcsl Xopolasi KOOPAHHALMS B0Xa GOJLHOrO ¢ BHICBO-
GoXXNeHHeM Mpenapara, I0CTHraeTcsi 6oJiee BhICOKas fie-
MO3HLHS JIEKAPCTBEHHOrO BelllecTBa B AbIXaTeJbHBIX IMy-

B



tsx [71]. Kpome Toro, 6oJiee AinTe/bHASE HHTANSILHAS T1PH
Hcnosb30oBaHKuH Hebynaisepa (okoso 10—12 MuH) rapas-
THpyeT GoJibliylo 3((EKTHBHOCTb Npenapara, Tak Kak
ycrelHee npeojioieBaetcst 6apbep, co3flaBaeMbli MOKpO-
TOl MEXy JIeKapCTBEHHLIM BELIeCTBOM H pelenTopaMH
[24]. OnnokpaTHast no3a cajbbyTamosna Ajs He6yaH3aluH
2,5—>5 mr, TepbyTanuHa 5—10 Mr, KpaTHOCTb HHTAJSALKH
4—6 pa3 B CyTKH, HHTAJISIIHH NPOBOASTCS 10 MPOBEJICHUS
¢usHoTEpaneBTHYECKHX NpoLeayp. B onHom us uccieno-
BaHHMH NMOKAa3aHO, UTO NMpH o60cTpeHHH MB BHYTpHBEHHOE
HasHaueHHWe [32-arOHUCTOB MOXeT ObITb GoJiee Mpejrnou-
THTEJHHO, YeM HHTAJISILMK: TIPH CPaBHEHHH JBYX CIIOCOOOB
HasHaueHHs1 TepOyrajiMHa OGoJjiee OBICTpOE YJydlleHHe
GyHKUMOHANBHBIX NoKasateseil PBJ[ Gblio oTMeyeHO
npH BHYTPUBEHHOM BBeleHMH mpenapata [36]. dauubrit
(eHOMeH MOXeT ObiTh OGBSICHEH TeM, YTO peTeHUHs
cekpeTa 3aTPyMHSIET JOCTYN HHrajlMpyeMoro npernapara
B JibIXaTeJbHbIE IyTH, B TO BPEMS KaK 3TOT (haKkTop He BIHSET
Ha pacrpefieleHHe napeHTepabHOH ¢opmel. Cpennue
71036 BHYTPUBEHHBIX cajbbyTamoJia U TepOyTalliHa: Io
0,5 mMr Kaxasie 4—6 4. BHyTpHBeHHasl Tepanus MOXeT
HCIIOJIb30BAThCS KaK HayajbHasi Tepanus Mpd 000CTPeHHH
MB, 3aTem 1Mo Mepe 3BaKyalHH BSI3KOro 6POHXHaJbHOIrO
ceKpeTa JIOJKHA ObITh HCIOJIb30BaHA arpecCHBHAsH MHIa-
nsuMoHHas Tepanus [26].

EAMHCTBEHHBIM JIOCTYMHBIM aHTUXOJUHEPIHYECKHM
npenapaTtoM sl HeOyJH3alMM Ha CEerofHsIIHKH IeHb
ocTaetcs unpaTpornuym 6pomupa (aTposeHT). JloCTOMH-
CTBaMH Mpernapara siBJASIOTCs 6€30MacHOCTb, MHHHMAJIbHOE
YHCJI0 TIOBOUHBIX 3((EKTOB, MPONOKUTENbHOE NEHCTBHE,
yMeHbIlIeHHEe TNpPOAYKUHH OpOHXHAJILHOTO cekperta 0e3
H3MEHEHHsI ero BSI3KOCTHBIX CBOHCTB. D(P(PeKTHBHOCTb
aHTHXOJIMHEPTrHYEeCKHX MpenapaTtoB MOXET BO3pacTaTh
no Mepe yBesMueHHsi BospacTta GosbHoro [26]. O6biunas
MHraJIsiIMOHHAasl J03a NpPH Ha3HAYeHHH Mpernapara yepes
Hebynaisep 250—500 mr kaxzaple 6—8 yacos.

JlaHHble 0 MPEHMYILECTBAX KOMOMHALWH J2-aTOHUCTOB
1 aHTUXOJIMHEPTUKOB NpH obocTpeHnr MB Ha ceropHs-
HHH JIeHb JIOBOJIbHO NPOTHBOpPEUMBHl. B opHoN H3 paboT
NOJIyUYeHBl pe3yJbTaThl 0 Godbleif 3hHeKTHBHOCTH KOMOH-
Hauuu 250 Mr umpaTponuyma M S Mr TepOyTalMHa, YeM
KaXK[blii M3 IpernapatoB B OTHEJNbHOCTH. TakiKe TOJBKO
NpH KOMOUHHPOBAHHOH TepanHH ObLJIO NOCTHTHYTO CHH-
KeHHe (YHKUHOHAJBHOH OCTaTOYHOH eMKOCTH H OcCTa-
TOuHOro o6bema [87].

[Ipn o6octpennu MB mo-npexHeMy coXpaHsieT CBOe
3HaueHHe TeoduaanH. Kpome 6poHXopacIHpsIoIero 1eH-
CTBHSI, IIPENapaT OKa3bIBaeT MOJNOXHTENbHOE BIHSHHE Ha
MyKOUMJHapHBIi KaupeHc [21]; ymeHbluaeT nposiBaeHus
YTOMJIEHHS JbIXaTeqbHOH MycKyaatypsl [104], cauxaer
COCYMMCTOE COMPOTHBJIEHHE B MaJloM Kpyre KpoBooOpa-
menus [59], o6nanaeT HMMYHOMOAYJIHPYIOLHM H TIPOTH-
BOBOCIAJHTENbHHIM fleiicTBHeM [69]. ¥V 6GosbHbx MB
TeO(HJIMH COCO6EH 3HAUHTEJIbHO MIOBBICHTh CaTypaLHio
apTepHaJbHOM KPOBH BO BpeMsl CHa, ONHAKO MOXEeT
HapYWHTh apXuTeKToHUKY cHa [7]. [Tpu ucnonb3oBaHuu
Teo(UJIMHA HeOOX0UMO NIOMHHTbL O TOM, YTO Mpenapar
MMeeT OuYeHb Y3KHI TepaneBTHUECKHH HHTepBal, T.e.
TokcHueckue adpdexts (aucdyrxunu XKKT, ueHTpanbHOl
HEPBHOI CHCTEMBI, CY/IOPOTH, aPHTMHH) aCCOLMHPOBAHbI

-

¢ KOHIIEHTpAlMel npenaparta, HEeHaMHOTO TpeBhIIAIOILEH
TepaneBTHYECKHe KOHIeHTpauuu. ¥ GosbHbix MB neve-
HOYHBIA KJIMPEHC TeO(H/IHHA 3HAYHTEJBHO YBEJHYeH
[62], nostromy moxeT moTpeGoBaThCsi GoJbLIHE O3B H
KpaTHOCTb BBeJieHHs npenapata. Hekoropele npenaparsl,
HanpuMep, UMNPOGJIOKCAUWH, UMMETHAHH, BepamnaMmHi,
CMOCOGHBI CHU3HUTh KJIHpPeHC TeohuuInHA. D dheKTHBHOM
CUHTaeTCsl 1033 TeOHINIHHA, TIPH KOTOPO# €ro ChIBOPOTOU-
Hasl KOHLEHTPALHS HaXOAUTCs! B npesesax 10—15 mMxr/mi.
B uenom TeoduJIMH yalle NpUMEHSIETCS B CHTYaUMsX,
KOT/la MauMeHThl HMEIOT HealleKBaTHBIH OTBET Ha Jpyrue
BHMIbl GpoHXoAMIaTaTOpHOH Tepanuy [80].

TirokokopTuxocrepoussl (IKC) HasHauaioTest 60ib-
HbIM ¢ MB ¢ npu Hajsuuuyu GpOHXHAIbHOH rHIeppeakTHB-
HOCTH, aJlJIepru4ecKoro 6POHX0JIErOYHOro acrnepruiesa,
JeCTPYKTHBHBIX BOCHANHUTEJBHBIX TpoLeccax W OBICTPO-
nporpeccupyiouieM cuauxenun ODB; [24,28]. 3nauenue
['KC npu o6octpenuun MB noka He ompeneneHo. [KC
OKa3bIBAIOT BBIPAXKEHHBIH 3(G(EKT Ha BOCHAJHTEJbHBIH
TpoLece B AbIXaTeJbHBIX MyTSAX, YMEHbIIAIOT MPOAYKLHIO
GpOHXHAJILHOTO CEKpeTa, MOTEHUUPYIOT AeHCcTBHE B2-aro-
nucroB [62]. Cnepxkannoe orHomenue K [KC o6bsicHs-
eTcsl BO3MOXKHOCTBIO PasBHTHS OGOYHBIX 3(dexToB (3a-
JEPXKKA XKHAKOCTH K HATPHSI, XKeNyJO4YHbIe KPOBOTEYEHHUS],
TUTIOKAJIHEMHS], OCTpasi CTepouAHasi Muonatusi). OnHaKo
BBHIY KPaTKOBPEMEHHOTO NMPUMEHEHHSI CTepOMIOB JaH-
Hble TMOGOYHbIE SIBJIEHHSI PErHCTPUpYIOTCsi Hewyacto. Ilpu
o6octpernd MB I'KC yaule Bcero Ha3Ha4aloTCst BHYTpH-
BEHHO, MCIMOJIb3YIOTCSl cTaHAapTHBIe #o3bl: 0,56—0,75 mr
METHJINpPEHH30JM0Ha WiaH 1,5—2,5 Mr rHApOKOpPTH3OHA
Kaxxasle 6—8 u. Hekortopele aBTOpH npejjiaraioT MpH
o6octpenur MB naszHauenue ['KC npu nomouu Hebynaii-
3epa, HcrnoJbayercsi 6yaeconr (nyasmMukopt) 1o 1 r asa
pasa B cyTKH [24].

Kucaopoomepanus

Kucnoponrepanus siBisieTcst BaXKHEHIIHM METOJOM Tepa-
nuu OJIH, Tax KaK rHIoKceMHst OKa3bIBaeT MOBpeXaalolee
NEeHCTBHE Ha LEHTPAJbHYIO HEPBHYIO CHCTEMY, MPOBOLH-
pYeT pa3BHTHE OMACHBIX apUTMHH U ABJSETCS MOTEHLH-
allbHO XXH3Heyrpoxaomum coctosiiueM [4]. OcHoBHBIMH
MeXaHH3MaMH Pa3BHTHS THIIOKCEMHH npu MB, Kak u npu
JIPYTHX OOCTPYKTHBHBIX 3a00JIeBaHUSX JIETKHX, ABJISETCS
HapylIeHHe BeHTHJISILIHOHHO-TIeP(Y3HOHHBIX COOTHOLIEHHH
M B MeHbluel cTeneHu runoseHTHasiuus [60], mostomy
FMIIOKCEMHST OOBIYHO AOBOJILHO JIETKO KOPPHIHPYETCS KHC-
JopoaTepanueit ¢ HeGosbMMy notokamu (1—3 11/ MuH).
Kucsiopoarepanusi, KpoMe HOpMaJIM3alHH KHCJIOPOAHOTO
TPAHCIOPTA, 3aMejJIsieT YacTOTy AbIXaHHsl, yMeHbLIaeT
nucnoe [107]. ¥V Gombabix MB nokasaH noJioXXHTeJbHBIH
3¢ deKT Tepanuu KUCJIOPOJAOM Ha TOJNEPAHTHOCTD K HH3H-
yecKMM Harpyskam [57].

Jlnsi HU3KOMOTOYHOM KHMCJIOPOATEPANHH Hallle BCEro
HCIOJIB3YIOTCS HOCOBbIE KaHIONH M Macka Bentypu. Ho-
COBble KaHIONH SIBJASIIOTCS HauGoJsiee yAOOHLIM ISt MallK-
€HTa M HEJIOPOTHM CPEICTBOM JIOCTABKH KHcJlopoaa. Kawionu
MO3BOJISIIOT CO3/laBaTh KHCJIOPOAHO-BO3AYLIHYIO CMECh C
conepxanueM kuciopoaa (FiO2) no 24—40% npu notoke
1—5 a/mun. HocoBble KaHIONH MMEIOT MPEHMYIIECTBO
NPH PasBHTHS aJbBEOJSAPHOH THIIOBEHTHJSILIMH, TaK Kak




MpPH YMEHBIIEHHH JBIXaTeJNbHOro o6beMa H MHHYTHOW
BEHTHJISILMK nporcXoauT noseienye FiOg, uto npenst-
CTBYET Pas3BHTHIO TMINOKCEMHH. JIOCTOMHCTBAMH MAaCKH
BeHTypH sIBJISIETCS] CIIOCOGHOCTb 06ecrnedyeHust NOBOJILHO
TOYHBIX 3HaueHHH FiOp, He 3aBHCSIIMX OT MHHYTHOM
BEHTHJISILMH W HHCIHpaToOpHOro mnortoka. “Puxcauus”
FiOg2 nosBoasieT JOGHTHCS OTHOCHTEJNBHONH 6€30MacHOCTH
KHCJIOPOATEPAITHH NPH OrPaHHYEHHBIX BOBMOXKHOCTSIX MO-
HUTOpHpoBaHus napameTpoB pH u p.COg. HenocraTkamu
MacKH SIBJISIETCS! TJIOXOE YBJIaXXHEHHE KHCJOPOAHO-BO3-
RyLWHOM cMecH H ee “o6pemenuTesabHOCTL” [92].
3ajlauaMu KHCJIOPOATEPANTHH SIBJISIETCS JNOCTHXKEHHE
sHaueHuit p,02>60 MM pr.cT., Sa02>90%, conepkauus
KucJopoaa B aprepuanbHoi KposH (Ca0s2)>18 vol % . Ipu
OIH na ¢one MB mnpaxkTH4eCKH BCeraa THPHCYTCTBYET
TUIEepPKANHUs, PU NPOBEIEHHH OKCHI€HOTEPANTHH BO3HHU-
KaeT OMacHOCTb AaJIbHEeHIIEero ycyry6aeH|s runepKanHiu
H pecrnupaTOpPHOro alKA03a, YTO MOXET TNpPHUBECTH K
HapyLIeHHI0 CO3HAHMS, BMJIOTh O KOMHL. I[loaToMy He
CJIelyeT CTPEMHThCS K “HopManusauuu” paOs, cuntaercst
ONTHMaJIbHBIM nojiepkanue paOsg B npepesax 60—65 Mm
pr.cT., a Sa0s — 90—92%. Buaaronapsi cuHyCOBHAHOM
thopme KpHBOH AHCCOLMALIMH OKCHIeMOrJIOOHHA, MOBHILLIE-
HHe paO2 Gosiee 60 MM PT.CT. NIPHBOAMT JHLIb K HE3Ha-
yutesabHOMy yBeanueHuio SaO2 u CaOz (1—2 vol%).
OueHKa ra3oBoro coCTaBa apTepHajbHOI KPOBH TpeGyeTcsi
TMPH HayaJbHOM NoAGope peXxHMa KHCJIOPOATEPANHH H 10
Mepe H3MEHEeHHS COCTOSIHMS nmauueHTa. JlocTaToYHO LeH-
HbIM, YHOOHBIM W HEMHBa3HBHBIM METOAOM KOHTPOJIs
KHCJIOPOATEPATIHH SIBJSIETCS MYJIbCOKCHMETPHSI.

B Tex cayyasix, Koraa sl KOPPEKLHH THIIOKCEMHH
TpebyeTcsl 3HaUUTeJIbHOE MOBHILIeHHe noToka Og, caenyer
MCKaTh JOMOJHHUTENbHBIN NaToJIorHyecKuil npouece (nmHes-
MOHHIO, aCNHpPALMIO, OCTPLIH aTeJeKTa3 JOJH JIErKoro,
6aporpasmy). [1pu Heo6xoaumocTH cospanusi FiOg Gonee
40% O06BLIYHO HCIIONBL3YIOT MACKH C PACXOAHBLIM MELIKOM
(Macku ¢ Bo3BpaTHBIM JpixaHHeM). [1py MiIoTHO#M noAroxke
macku K guny FiO2 moxer mocturats 90%, oaHaxo
MJIOTHOE KperJieHHe MaJIOKOM(OPTHO M IJIOXO MEepeHo-
cutest nauventamu [92].

Kak Bcsikoe JleKapcTBO HasHaueHHe KHcIopoaa Tpebyer
4eTKOro CO6JII0leHHSI TPaBHJIbHOTO J03HPOBAHHUS, TaK KaK
KHCJIOpOJl HeGe30MmaceH W MOXET NPHBECTH K PasBHTHIO
GoublIOro YKeaa MoGOYHBIX 3hdekToB (HapyuieHHe My-
KOLIMJIHAPHOTO KJHpeHca, o6pa3oBaHHe abCOPOLHOHHBIX
aTesIeKTa3oB, CHHXKEHHe CepJieuHoro BeIOpOca, CHCTEM-
Hasl Ba3OKOHCTPHUKUMS). CUHTAETCS, YTO AJIHTEJbHOCTH
kucaopoarepanuu npu FiOz Gosee 60% He momxHa
npesbiluaTh 48 u [165). ;

ITpu pedpaxrepHoit runokceMun (pa02<60 mm pr.cT.
npu FiO2>60 %) uam, eciiu KoppeKiusi THIOKCEMHH He
MOXeT ObITh AOCTHTHyTa 63 HapacTaHHsl IMIepKanHHH
(60nee 10 MM pT.cT.) M pecniupaTopHOro auumosa (6osee
0,1), paccmaTpuBaeTcst BONPOC O pecupaTopHoii moaaep-
XKe (BeHTUIIALMS JIerkux).

CPAP-mepanus

Tepanus NMOCTOSIHHEIM MOJIOXHTENbHBIM JiaBlieHHEM B
AbixaTeqabHbIX nyTax (continuous positive airway pres-
sure — CPAP) npoBomuTcsi NPy MOMOLM FepMeTHYHOM

HOCOBOM MacKH (pexke JiMIeBoH Macku) W reHepartopa
BO3JlyLIHOTO IOTOKA, B KauyecTBe KOTOPOro BEICTyNaeT
pecnupartop. HecMoTpst Ha BHeIIHee CXOACTBO C BEHTH-
JSIUMEeH JIerKHX, MHOTHE aBTOpPbl HE OTHOCSIT PEXHM
CPAP x pexumam BeHTHJsuuH, Tak Kak CPAP He
OTBEYaeT ONpe/leJIeHHIO BEHTHJISILIMK: TTOJIHOE 3aMellleHHe
WM yCcHIIeHHe Hed(p(EeKTHBHOH BEHTHJISIMH OGOJBLHOrO
[11]. B ocHoBe meTopa CPAP J1eXuT cosiaHue MOJ0XKH-
TEJIbHOTO JIaBJIeHHS B (basbl BOXA H BbIZIOXA Y CIIOHTAHHO
apiamero 6ossHoro. CPAP no cBoeMy 3HaueHHIO TOX-
JIECTBEH TNOJIOXKHTEJbHOMY JaBJEeHHIO B (ha3y BHIJOXA
(positive expiratory pressure — PEP) Wi NoN0XHTeJb-
HOMY JaBJIEHHIO B KOHLe Bbjioxa (positive end-expira-
tory pressure — PEEP). Orauuuem CPAP u PEEP
IBJISIETCSl CO3JlaHHe JaBJIEHHSI Ha BJIOXe W BBHILOXE TNpH
CPAP u Tonbko Ha Beigoxe npu PEEP.

CPAP HaxomuT npHMeHeHHe B KayecTBe CaMOCTOS-
TeJIbHOIO METOZA Y GOJIbHBIX C CHHAPOMOM HOYHOTO arnHo3
CHa, PECTPUKTHBHBIMH 3a00JIEBAHUSIMH TPYHOH KJIETKH,
OTEKOM JIETKHX, XPOHHYECKOH 06CTPYKTHBHOM GOJIE3HBIO
aerkux (XOBJI) [38]. Topasno panbiie CPAP-tepanus
ToJIy4YHJia CBOe NPH3HAHHE Y GOJILHBIX C PECTPHKTHBHBIMH
3a60JIeBaHHSIMH I'PYJIHON KJIETKH M JIETKHX, JI0Ka3aHHBEIMH
apdexramu CPAP siBasieTcst NpefoTBpaILeHHe U pacTipaBiie-
HHE aTeJIeKTa30B, MOBBILIEHHE JIETOYHBIX 06'bEMOB, YMEHb-
LLIEHHe BeHTHJISIIHOHHO-TIep(Y3HOHHBIX Auc6anaHca U BHY-
TPHJIETOYHOTrO LIYHTOBOTO KPOBOTOKA, MOBHIIEHHE OKCH-
reHalliH, KOMIJIaHeHca JIETKHX, Nepepacrpefie/ieHHe Xu-
KOCTH B TKaHH Jierkux [73].

IIpy 06GCTPYKTHBHBIX - 3a6oneBaHusix Jerkux CPAP
HayaJlH NPUMEHSATb CPaBHHUTENbHO HeJaBHO. ITosoXKH-
TeJibHBIe (hH3HoNornyeckue apdekTsl CPAP 3peck cyie-
CTBEHHO Pa3JIMYAlOTCS MO CPABHEHHIO C PECTPHKTHUBHBIMU
3a00JIeBaHHSIMH, OCHOBHOE 3HaueHHe HMEIOT 3(PQeKThH
CPAP Ha pa6oTy AbIXaHHSI, NPEXAEBPEMEHHOE SKCIHpa-
TOPHOE 3aKpheITHe AbixaTedbHbiXx nytedt (I3MI1) u Ha
KJIHPEHC MOKPOTHI.

IIpy BbIpa’keHHOH OGCTPYKUHH AbIXaTEJbHBIX MyTeH
BpeMs BblJl0Xa CTAHOBHUTCS HENOCTATOYHBLIM JJISl TTOJHOM
3BaKyalHH IbIXaTeJbHOro o0beMa, MPOHCXOAUT “HaKoIll-
JeHue” ponosHHuTeNbHOro oobema Han POE, u cosnanue
“BHYTPEHHero” KOHEeYHO-IKCIHPATOPHOrO MOJIOXHTE b
Horo naBjeHHsi — ayTolIJIKB, HeGnaronpusTHEIMH MMO-
CJIEICTBHSIMH KOTOPOI'O MOT'YT GbITh 6apOTpaBMa, CHHXKEHHE
cepaeuHoro BriGpoca [9]. Kpome Toro, npucyrereue ayTo-
ITIKB nogeitaeT paboTy AbIXaHHS, TaK Kak JJIsi CO3[laHus
MOTOKA B ILIXaTeJIbHBIX MYTAX U HHALHALMH BAOXA MALMEeHT
JIOJKEH TpeofioJieTh “TIOpOroBbId” ypOBEHb AABJIEHHS,
pasHbiit ayTo-IIJIKB [86]. B psine pa6ot 6bi0 nmokasaxo,
yro CPAP, npuMepHO paBHbIi H3MEPEHHOMY YPOBHIO
ayto-IIJIKB, nomoraet ycTpaHHTb 3TOT FpajiueHT JaBJe-
HHSl U 3HAYMTENIbHO YMEHBLIUTh paGoTy NbIXaHUS H JHC-
nHos [74].

BaxXHbIM MeXaHH3MOM JAaHHOTO METOja, HMEIOLIUM
ocoboe 3HaueHHe npu MB, sBasercs cnoco6HocTs CPAP
(PEP) ycuauBaTh KaupeHc cekperta. IToBhilIeHHe MOGH-
JIM3ALHH CeKpeTa H3 NepH(EePHYECKHX AbIXaTeNbHBIX Y-
Tel 0ObSCHAETCS MOBLIIEHHEM KOJJIaTepabHOH BEHTH-
JISIMH MeX/ly BEHTHJHUPYEMBbIMH M aTesieKTa3MpOBaHHBIMH
a/bBeoJIaMH, CO3IaHHEM JIaBJIeHHS 3a 06J1aCThbio OOCTPYKLHH
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u ero “BHITAJIKHBaHHeM” cekpeTa B 6oJiee LEHTpalbHbIe
neixateabHbie nyTH (a kick from behind) [33]. Y naxo-
Hell, eule oAuH (uanosornyeckuii sppekr CPAP —
npefoTBpaiiente npexuespemernoro D3/, Tak Kak
3TOT (haKTOP HIPaeT CyLIECTBEHHYIO poJib B MEXaHH3Me
pasBHTHS JIHCIIHOE, a W TaKXe 3aTpyAHSeT yAalleHHe
GpoHxHanbHOro cekpera [66].

[TonoxureabHoe neiicteue CPAP fokasaHo y 60/bHBIX
MB BO BpeMmsi CHa: 3HAYHTeJbHO MOBHILIAJNACH CPEJHSS
caTypauusi B HOYHOe BpeMsi M CHHXKAJCsl HHIEKC pac-
CTPOMCTB CHa, OcoGeHHO B a3y GwicTporo cHa [83].
CPAP-tepanusa y 6oabHbIX MB oxasbiBaeT Takxe 6Jaro-
npUsTHOE NeHCTBHE NMpPH (HU3HYECKOH Harpyske: MPOMC-
XOJIUT CHHXKEHHE paGoThl ABIXaHHS, YMEHbLICHHE UCITHOE,
noTpeGJIeHHst KHCJIOPOJa, TPAHCAHadparMasibHOro IaBJIeHHUS],
noBhllIeHHe (H3HYeCcKoH paboTOCIIOCOOHOCTH, NpHYEM
npeumyuiectsa CPAP-Tepanuu yBesqMuHBalOTCs 110 Mepe
TsKeCTH 3abosieBanus [45].

Kak npasuiio, BenmiunHa CPAP nasi GonbHeIX ¢ MB
ycTaHaBJMBaeTcs B npefenax 4—~8 cm Bop.cT. OnHoBpe-
MEHHO, uepe3 MOPT MAacKH MOJAeTCH MOTOK KHUCJIOPOJa,
HeoGXxoauMBli st oazepxanust SaOq B npexenax 90—92%.
JlsmrensHocts CPAP-Tepanuy MOXKeT 3HAYHTEJIbHO Bapbu-
pOBaTh B 3aBHCHMOCTH OT TsKeCTH GoJibHOro: ot 4 110 20 4
B CYTKH.

Pecnupamopnas noddepsicka

OO61enpHHATLIMH MTOKA3AaHUAMH K BEHTHJISILIUH JIETKHX
ABJAIOTCS TSXKEJble HapylleHHsi rasoo6meHa (pecrupa-
TOPHBIH aLMI03, pedpakTepHasi THIIOKCEMHST), OCTaHOBKa
WJIH YIpO3a OCTAHOBKH JBIXaHHUS, YpEe3MEPHOe yBeJIHUeHHe
paGoTHl ABIXaHHS, YTOMJIEHHE AbIXaTeJbHOH MYCKYJATypHI,
HapylieHHe cosHanust [91].

OpHako pelleHHe O NMPOBEJEHHH PeCUpaTOPHOH MOJ-
JepPXKKH Yy GoJbHEIX ¢ MB 10/KHO YYMTHIBaTb TaKkKe
npuyuHy OJIH u ob6uiee cocTosHHE CHCTEMbl AbIXaHHS
6osmpHoro. Tak kak OJIH vaiue Bcero pasBHBaeTcsl Ha
(hoHe TepMHHAJbHBIX CTajiiii 3a00/IeBaHUSI U HEMocpes-
CTBEHHOH NpPHYHHOH cMepTH OosbHBHIX MB sBaseTcs
- IporpeccHpyiomas abiXxaTeabHas 1e/JOCTaTOYHOCTD C pas-
BUTHEM JIETrOYHOr0 cepAlia uiu 6e3 Hero, TO MpoBejieHue
BEHTHJISILIMH JIETKMX MOXXET BCEro JIHIIbL PacTsSHYTh BO
BpeMeHH Tipouecc “ymupanus” 6ossHoro [47]. C npyroit
CTOPOHBI, €CJIH COCTOSIHHEe GosibHOro no passutus OJIH
He pacleHHBAJIOCh KaK TepMHHaJbHOe W npuynHa OIH
NMoTeHIMaNbHO paspeliiMa (HH(EKLUs,, TpaBMa, XHpPYp-
rHyecKasl ormepalHs M JIp.) WM eCTb HajeXna Ha GoJee
paguKajibHOe JieYeHHe JIETOYHOro mnpouecca — TpaHc-
MJIAaHTALMIO JIETKUX, TO PECIIHPATOPHAst NOANEPIKKA SBJS-
eTCsl ONpaBJIaHHBIM M JKH3HECMaCalolKM MEPOIPHATHEM.

BeHTHAALHS JIETKUX HE SBJSETCS METOAOM JIEUeHHS,
a Mo2BOJISIET TOJILKO BEIUTPATh BPEMsi, BO BPeMsI KOTOPOTo
6yneT JMOCTHTHYTO paspeuieHune npuunusl OJIH [98].
TpagMUHOHHO BEHTHJISILHSI JIETKHX TPOBOAMTCS Yepes
HCKYCCTBEHHBIE AbIXaTeJbHBE MYyTH — HHTYOALHOHHYIO
HJIIH TpaxeocTOMHYecKylo Tpy6Ky. Takol “HHBasHBHBIN"
TMOJIXOJl CBAA3aH C YrPO30H Pa3BHTHS TaKHX OCJOXHEHHIH,
KaK HO30KOMHaJIbHble HHDEKLUHH (THEBMOHHUH, CHHYCHTHI,
CEICHC), MeXaHHYeCKHe NOBPEeXIeHHS TOPTAHH H TPaxeH
(M3B3BIEHHS, OTEK, KPOBOTEUEHHS), 6apoTpaBMsl (MTHeB-

Puc.4.

MOTOpAKC, MTHEBMOMENUACTHHYM, MEXYTOUHast sM(pHU3eMa).
Jlpyro# ciioxkHOH npobJieMot TpaiHIIHOHHOM BEH THIISILIHH
nocJie cTabHJIH3alHH COCTOSIHUS GosbHOro MB siBsisieTcst
“oTarydenue ot pecniupaTopa”. [ToaToMy BEHTHJSILKS JIer-
KuX mpH MB B HacTosilllee BpeMsi CUMTAeTCs MaJonepc-
MEKTUBHLIM MEPONPHATHEM.

CaMbIM GOJIBIINM Ha CEFORHSILIHHI IeHb Hab0IeHHEM
M0 NPUMEHEHHIO “HHBAa3HBHOM” BEHTHJISILIMM JIETKHX SIB-
nsiercst Habmoaenue Davis u di Sant’Agnese, ony6uu-
koBaHHoe B 1978 r. [27]. PesyabTaThl pecnupaTopHO¥
MOJIEPXKKH OKa3asIiCh KpalHEe HEeyTEUIMTEJNbHBIMH: BO
BpeMsi BEHTHJISILMH ymepsio 69% 6ombHbix (mpoao/mku-
TeJIbHOCTb BEHTHJISILMM JIETKHX cocTaBJsa oT 1 no 345
JHelt), FOIMYHAsSI BEDKHBAEMOCTD MOCJIe BEHTHJISLUH JIer-
kux coctaBuna 7% (3 naumenrta us 46, BospacTHOM
coctaB GOJIbHBIX BapbHpoBasi oT 1 mec no 31 roma). Bee
TPH NalMeHTa, BbIXKHBLIHE B TedyeHHe l-ro ropma mocie
BEHTHJISILMH, UMEJIH He3HauuTeJbHble (YHKIHOHAJbHbIE
HapyLIeHHs1 6POHXOJIErouHol cucTeMsl, npuunHoi OJH
B ONHOM cJjlyyae Oblja BHpYCHasi IIHEBMOHHSI Ha (hoHe
MOHOHYKJ1€03a, BO BTOPOM — THITOTJIHKEMHYECKOE COCTOSI-
HHE C pasBHTHEM amHOd W CYHOPOT H B TpeTbeM —
TpaxeoOpoHXHallbHas 6akTepHalbHas HH(eKIHs.

ITpHHIMNBL OCYLIECTBIEHHS PECTHPATOPHOM MOAEPXK-
KH y 60/1bHBIX MB oueHb 6i1u3ku K TakoBbiM npu XOBJI.
[Ton60p pe’KUMOB BEHTHJISILIUH JIOJDKEH YUHTHIBATh (DEHO-
MeH BO3AYLIHOH JoBYIIKH — ayTo-ITJKB u ero Bausinue
Ha MEXaHHKY JbIXaHUS U FeMOAMHAMHUKY. Y MalHeHTOB C
OOCTPYKTHBHBIMH 3a60JIeBaHUSIMH JIETKMX HauJyyllee co-
CTOSIHHE ra3oo6MeHa JOCTHraeTcsl PH BHICOKHX CKOPOCTSIX
MHCIIHPATOPHOTo MoToka — okoso 100 Ja/mMuH, uTo,
BO3MOXKHO, SIBJISIETCSI Pe3yJIbTaTOM YAJMHEHHSI BPEMEHH
9KCMHPALHHU U GoJiee MOJIHOTO ONOPOXKHEHHS a/IbBEOJ U3
pernoHoB “BosuywHbix Josymek” [20]. Ecau xe cko-
pPOCTb HHCIIHPATOPHOTO NMOTOKA BO BpeMsi BEHTHJISILIMH He
COOTBETCTBYET BEHTHJISIIHOHHEIM 3arpocaM G0JILHOTO, TO
pesyJIbTaTOM MOXKET CTaThb MOBLILIEHHE YCHJIHS, Hanpas-
JIEHHOTO Ha NpeojioJIeHHe PecnHpaToOpHOro UMIelaHea H,
B KOHEYHOM HTOre, NOBBILIEHHE PaboThl AbixaHusi [58].
[Tpu BeHTHASIUMU OGCTPYKTHUBHBIX 3a00JIeBaHHH JIETKUX
OOLIIMMH peKOMEeHJAUMSMH ISl YJIydlleHHs ra3oo6MeHa
M TNpEeNOTBpAleHHs] Pa3sBHTHS AHHAMMUYECKOH THIIEpPHH-



GasUUKM gBJASETCS HCMOJb30BaHHE BBICOKMX CKOPOCTEH
HHCITUPATOPHOTO MOTOKA, NPOAOJIKHTEJBHOTO 3KCIHpa-
TOPHOTO BPEMEHH, YMEHBLIEHHS IbIXaTeJbHOro obbema
(npH MOCTOSIHHON MHHYTHOH BEHTHJISILIMK), HEGOJIBLIOTO
ypoBHsi “BHewnero” ITJIKB [67].

OTHolleHHe K pecnupaTOpHOH mojiepxke npu MB
CYLIECTBEHHO M3MEHMJIOCh C Pa3BHTHEM HOBOTrO Halpas-
JIEHMS PECITUPAaTOPHON MEULIMHb — HEHHBA3UBHOH BEH-
trasimn gerkux (HBJI), T.e. npoBefieHust pecrupaTopHoOro
noco6usi 6e3 MHTYOGalMKH TpPaXeH W TPaXeOTOMHH, B3au-
MOCB$13b NMallMEeHT—PEeCHpaTOp OCYLIECTBISIETCS MPH I10-
MOIIH TIIOTHOTIOATOHSIEMBIX HOCOBBIX M JIMLIEBEIX MacOK
(puc.4) [34]. MacouHasi BEHTHJISILIHS TIO3BOJISIET CHU3UTh
JI0 MUHUMYMa YHCJIO HH(PEKIHOHHBIX H “MeXaHHYecKux”
OCJIOKHEHHH, He TpeOyeT NPUMEHEHHS CeJaTHBHBIX H
JIeNoJIIPU3YIOLIHX MpPenapaToB, He BBIKJIIOYAIOTCS ecTe-
CTBEHHbIE 3alLMTHbIE MEXaHH3Mbl BEPXHHX AbIXaTENbHbIX
nyrei [46]. Macounasi BeHTH IsIMST Gosiee KOM(OPTHAsI
npoueaypa, YeM 0ObIYHAsl BEHTHJISILHS, — 03BOJISIET GOJIb-
HOMY pas3roBapHBaTh, IPHHHMATb IHILY, IPOBOAKTE CEAHCHI
(hHU3HoTEepanuK, OTKAIIMBATh MOKPOTY. Ellle oHUM BaX-
HbIM noctouHcTBoM HBJI gBisieTcsi BO3MOXHOCTbL ee
ObICTPOro MpexkpalleHHs, a TakxKe HeMeIJIeHHOro BO300-
HOBJIEHHS, ecJIH ecTb Heo6xoaumocThb [13]. OcHOBHBIMH
MeXaHH3MaMH JEeHCTBHS SBJSIOTCS NMPAKTHYECKH Te XKe
3((eKThl, KOTOPble JOCTHIAIOTCS PH TPAJHULIHOHHOM BEH-
THJISILMK: TIOBBILIEHHE aJIbBEOJIIPHON BEHTUJISIIMH, HOp-
MaJsiM3alus rasoobMeHa, napuualngbHas pasrpyska abixa-
TeJILHOH MYCKYJIaTyphl, ONTHMH3aLHs JbIXaTeJbHOrO MaT-
TepHa, yMeHblleHHe aucnHoe [14].

K BoamoxkHbIM ocqioxxHeHusiM HBJI otHocsaTcsi: aspo-
(arusi, acnupals XKeJyao4Horo coepkumoro (pezuko),
pasfpa)keHHe CJIM3UCTOH HOca, Ijia3, appo3usi MOCTHKA
Hoca, HocoBble KpoBoTeueHHsl. OGBIYHO 3TH OCJIOXKHEHHS
He Tpe6yIOT NpeKpalleHHst BeHTUasuuH [61].

OpHo u3 mepBHIX cooOlieHHi o npumeHenun HBJI y
6osbHbIX ¢ OJIH npu MB 650 crenano Hodson u coasm.
[48]. HBJI nposoauau y 6 6oasubix 17—36 aet (ODB,
0,35—0,8 u1; paO2 29—67 MM pT.cT.; paCO2 63—112 MM
PT.CT.) NMpPH TOMOIH HOCOBBIX MacCOK, HCIIOJIb30Ba/H pe-
XKHUM, KOHTPOJIUPYeMBIH 1o o6bemy (volume-cycled as-
sissted / controlled mode). PesynbTaThl Tepanuu oxasa-
JIUCh OuYeHb OOHANEXMBAIOIUUMH — BBDKHIH 4 u3 6
GOJIBHBEIX, KOTOPBIM BIIOCJEACTBHH Obljia MNpOH3Be/ieHa
TpaHcniaHTauus Jerkux. I[Tostomy npouenypa HBJI y
6oabHEIX ¢ MB noayuuna Ha3BaHHE “MOCTHK K TpaHC-
niantauuu” (bridge to transplantation).

[Tocne paspewenuss OH HBJI moxeT npUMeHAThCS
JJIS Tepanuy COXpaHSIoencs cTabUIbHON, HO TSXKEJIOH
XPOHHYECKOH AbIXaTeJbHOH HENOCTaTOYHOCTH. B Hccie-
nosaHuu Piper u coasm. [75] BeHTHASAMKIO IPH MOMOLIH
HOCOBOH MacKH MPOBOJAWJIM Ha npoTskeHHH 18 mec y 4
OOJILHEIX B HOYHOE BpeMsl B IOMAUIHHX YCJIOBHSAX. PH3H-
oJlornyeckuMH 3 dekTamu HouHoit HBJI sBuanch ymeHb-
IIeHHe THNEepKanHHH, MOBLILIEHHE CHJIbI AbIXaTeJbHOM
MYCKYJIaTyphbl H NMPOJOJIKHTENBHOCTH W KayecTBa CHa.

CaMbiM GOJIBIIMM Ha CETOAHSILIHHI IeHb HabJoIeHHEM
M0 UVIHTENbHOH HEHHBA3HBHOH BEHTHIISIUMH GosbHEIX MB
siBnsieTcst coobwenne Madden u coasm. [55]. HBJI
npoBoauyK y 65 B3pocabix GonbHBIX MB 15—42 ner,

MaKCHMaJlbHas JUIHTEJbHOCTh BEHTHIISIMK cocTaBuia 600
auert. Haunydiine pesynbraThl OTMEUEHBI B rpyrne 60Jib-
HBIX, HAXOASILIMXCST HA JIUCTE OXKMUAAHHUS TPaHCIJIAHTALHH:
nepecajxa Jerkux 6u1a nposeieHa 15 us 49 nauneHTos;
B TO BpeMsl KaK BBIXXKHBAaE€MOCTb OCTaJbHBIX OOJBHBIX,
MPOXOASALIMX OGC/IefIOBaHHE IO MOBOAY LieJNeco00pasHOCTH
TNIPOBEJIeHHs] Nepecaiki JIETKHX HJIH HENMOAXOASIIHX IS
TpaHCIJIAaHTAlMH, COCTaBHJa Bcero 2 mnaunuveHTa u3 16.
ABToOpH! ciieqianu 3akioueHue, 4yto MacouHass HBJI Hau-
Goasiee nesecoobpasta npu OJIH y GONbHEIX, 0XKHAAIOLIKX
Nepecajiki JIeTKHUX.

Bo Bcex npHBeNeHHLIX BbIlIE HCCAEJOBAHHSAX HCIIOJb-
30BaJIICh PEXXHUMBl BEHTHJISIIIMH, KOHTPOJHPYEMbIE IO
o6bemy. B HeckosbKHX HaOMIOJEHHAX Y OosbHBIX MB
6bl1a Henodbzosana HBJI ¢ pexxuMaMu KOHTPOJIMPYEMbIMH
no pasnenuio [40,42,68]. Bo Bcex cayuasx HBJI nposo-
JUIH B peXHMEe C JABYMSI YPOBHSIMH IOJIOXKHTEJNLHOTO
naBnenusi (momnepxku jpasiennem (pressure support —
PS) + PEEP). JIoCTHTHYTO 3HAUHTeJbHOE CHHXXEHHe
IHEH TOCNMHTAJIM3alMH, CHHXKEHHE YacTOThl ABIXAHHS H
CepieYHbIX COKpauleHui, ypoBHSI p.CO2, mNoBBILLIEHHE
paOg, pHusHUeCKOH aKTHBHOCTH H KayecTBa cHa. B uccie-
noBanuu Caronia v TpeAcCTaB/ieHbl Pe3YJbTAThl HCIOJb-
soanusi HBJI B pexxume PS+PEEP (14—18 / 4—8 cm
BoA.cT.) y 9 GombHeix MB B ¢asy OIH [19]. ¥V Bcex
GOJILHBIX JIOCTHTHYTO 3HAYHTENbHOE YJy4lleHHEe PecCIlH-
patopHoro craryca: norpe6Hoctb B O CHHXEHa OT
4,6+1,1 no 2,3+1,5 a1/mun (p<0,05), TaXHUNHOS yMeHb-
ungaoch ot 34+4 no 28+5 npixauuit B Munyty (p<0,05),
Sa0s yBesunnach ot 8015 o 91+5% (p<0,05). HBJI
6blyla TMPOAOJIKEHA BCEM OOJIBHBIM MOCJE BBITMCKH H3
CTallHOHapa B TeyeHHe 2—43 Mec, NPEeUMYILECTBEHHO B
HOYHOe BpeMs, U3 HHX 6 GosIbHBIM Obljla MPOH3BENeHa
ycrneuHasi TpaHCIJIaHTalUUsl Jerkux. Pusnosornyeckue
HCCJIe/IOBAHHSI TOATBEPAMIMH GJaronpusiTHele 3()deKTh
HBJI B pexxume ¢ AByMS YPOBHSIMH JIaBJIEHHST Y GOJIbHBIX
MB: noxasana crnoco6Hocts HBJI yay4yiats rasoo6meH
¥ YyMeHblIaTh paboTy abixaHus [42].

Pexxumel volume-cycled assissted / controlled v pressure
support, ucronbsyemsle npu HBJI, cunTalores: onquHakoBo
acddexTuBHBIMU npH OJIH, XOTs CyIIECTBYIOT HEKOTOPHIE
thusHosornyecKkue pasnuuus. PexXuMbl, KOHTPOJIHPYEMEBIE
10 JaBJIEHHIO, B TOM YHCJIE U pressure support, O3BOJISIOT
JIydille KOMIeHCHPOBaTh “‘yTeuKy” AblXaTesbHOro o6bema, a
PEXXHMbI, KOHTPOJHpYEMEIE MO 006beMy, 06eCneyHnBaoT
CTaOHJIbHYIO BeJIHYHHY JBIXaTeJbHOr0 06beMa W MHHYT-
HOH BEHTHJISIUMH, HECMOTPS Ha HM3MEHEHHs MMIlejaHca
6poHxosieroyHoi cuctems [13]. Takke BaxHbIM MpeHMy-
IECTBOM peXXHMa MOMIEPKKH HaBJIEHHEM SIBJISETCS XO-
pollasi CHHXPOHHM3alHsl ABIXaHHSl NMaluueHTa ¢ paboToM
pecnupaTopa, YTo obecrneyuBaeT JAOMOJHUTENbHBIH AblXa-
TesbHBIA KoMpopT [98]

Taxum o6pasom, HBJI siBnsieTcst GesonacHbIM H 3¢ dek-
THBHBEIM METOJIOM TEpanHH AblXaTeJbHOH HeJ0CTATOYHOCTH
y GoabHbix MB. IlpeumyniecTBaMH MeTofa SBJSIETCS
3HauHTeJIbHOEe CHHXKEHHE YMCJIa OCJIOXKHEHHH JieueGHBIX
MaHHNYJASUHH H MOBBILIEHHE BbXKHBAEMOCTH GOJIbHBIX.
Eule ofHHM HOCTOMHCTBOM METOJA SIBJISIETCS BO3MOX-
HOCTb NIPOBE/IEHHS PECNHPATOPHOM MOJIEPIKKH HE TOJIBKO
B YCJOBHSIX OTHAEJEHHS HHTEHCHBHOH TepanuH, HO M B
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0OBIYHOM OTIEJEHHU HJH Ja)Ke B JOMAUIHHX YCJIOBHSX,
yTo MOJIOXKHUTEJIBHO BJIHAET Ha KOM(pOpT MauHMEeHTOB H
CHHXKaeT CpHHaHCOBble 3aTpaThl Ha JIEUEHHE.

3axKkJouyeHUue

MyKoBHCLH03 SIBASIeTCSl HauboJjlee 4acTo BCTpeyalo-
LIUMCS TeHEeTHYECKUM 3a00vieBaHHEM, OCHOBHBIM NPOSIBIEHHEM
KOTOPOTO SIBJISIETCS Pa3BHTHE OOCTPYKTHBHOIrO GPOHX06-
POHXHOJIHTA, NepHOPOHXHAJIbHOrO (hHOPO3a, HIHHAPHYEC-
KHX GPOHX03KTa30B. [IPOIOIKHUTENLHOCTD KH3HH GOJIBHBIX
MB 3HaYMTEJLHO BBIPOCJIA, OHAKO C YBeJHUeHHEM BO3pacTa
GOMBHBIX OTMEYaeTCsl MOBbIIIEHHe YacTOThHl Pa3BHUTHS OC-
JIOXKHEHHUH 3a60JIeBaHUs — TMHEBMOTOPAKCOB, KPOBOTEYe-
HHI, aTeJIeKTa30B, OCTPOH ABIXaTeJbHOH HEJOCTATOUHOCTH.
Kaxnoe H3 STHX OCJOXHEHHH ABISeTCS MOTEHLHAJIbHO
JIeTaJIbHBIM U TpeGyeT MPOBeIeHHs! HHTEHCHBHOH TepantH.
B teuenue nociegHero 10-1eTust H3MEHHJIHCh HEKOTOPhIE
TTOXOAb! K TEPAIHH AaHHBIX OCJOXHEHHH, 6oJiee LIHPOKO
MCTIONb3YIOTCS TaKHE METOBI, KaK XMMHYECKHUH ¥ XUPYP-
rMYeCKHi TJIEBPOME3, CeJIeKTHBHAs apTepHorpadus c
smbosusaumeit, CPAP-repanus, HeMHBa3UBHasA BEHTHIISA-
st JIerKMX. 3HaueHHe METONOB HHTEHCHBHOH Teparnuu
npy pasBUTHH ocJIoXKHeHWH MB, BoaMOXHO, eule GoJee
BO3pacTeT B HeJlalleKoM Gy/yleM, KOria B HalleH CTpaHe
IOSIBUTCSI BO3MOXKHOCTb NTPOBEJIEHHS CaMOT0 PaJiiKaJlbHO-
ro METOJa JIeueHHs] TepMHHAJIBHBIX 3a60/1eBaHUH JIETKHX
y 60bHBIX MB — TpaHCHJIaHTalHH JIETKHX.
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Mocrynuna 20.07.01

B.H.Ilempos, U.B.Cmonenos, H.A.Cmupros

POJIb I MECTO KOMBUHUPOBAHHOM TEPAIIUY IIPEITAPATOM
CEPETH/JI (CATBMETEPOJI / ®JIVTUKA3OHA ITPOITMMOHAT) B
JIEYEHUM BPOHXVAJIBHOY ACTMBI (OB30P JINTEPATYPBI)

Bonrorpancxax MCJIMIIHHCKasA aKaaeMuAa

HecmoTpsi Ha 3HAYMTENBHBIH INPOrpecc B JIEUEHHH
6ponxuaibHOH acT™bl (BA), HOCTHTHYTHI B MOC/ENHHE
roJibl BCJI/ICTBHE LIMPOKOro NMPUMEHEHHS MPOTHBOBOCIA-
JINTEJIBHBIX MTPENapaToB H 0COGEHHO HHTAJISILIHOHHBIX KOP-
THKOCTEPOHJIOB, YPOBEHb KOHTPOJIA Haj 3abo/eBaHHEM Yy
TNOAABJISIONIET0 YHCJIA TALMEHTOB HEJb3si CYHTATh [IPHEM-
JemMbiM. B 1998—2001 r. 6b10 npoBefieHO 3 MHOrOLEH-
TPOBBIX HccaefoBanus “Asthma Insights & Reality in
Europe (AIRE)”, “Asthma Insights & Reality in Cen-
tral and Eastern Europe (AIRCEE)”, “Asthma in
America (AIA)”, sxmouasuwre okoyo 10 000 GonbHBIX
actmoi B 20 cTpaHax. B 3THX HCClIeloBaHHSIX OLEHHBa-
JI0Ch, HACKOJILKO CYLIECTBYIOIIHE OAXOMH! K JieueHHIo BA
NMO3BOJISIIOT AOCTHTHYTh OCHOBHBIX LieJIeH Tepanui 3TOro
3a6oneBaHHs, chopMy IMpoBaHHBIX B porpamme GINA [1].
HecMoTpsi Ha pasanyKs B CHCTEMaX OpraHH3alliH OKa3aHHS
MEeIMLMHCKOH MOMOIM GOJNBHBIM acTMOH B H3y4aeMbIX
CTpaHax, B CTEPEOTHNaX Ha3Ha4YeHHs NMpPOTHBOBOCMAJIH-
TENbHBIX CPEACTB H B YPOBHE JXH3HH OOJbHBIX GBI
noJtydeHsbl conocTaBumele pesyabrathl (taém.1). Tak, Kax-

IblA TPeTHH GOJILHOH acTMOH NpOCHIMaeTcsl HOYbIO H3-3a
CHUMITOMOB 3a00JIEBaHH S 110 MEHbIIIEH Mepe eXXeMeCsIuHo,
33—51% nauMeHTOB BHIHYXJEHHI NPOMycKaTh 3aHATHS
B LIKOJE HJIHM OTCYyTCTBOBaTb Ha pabote, y 51—66%
acTMa OrpaHHYMBAaeT YpPOBeHb (DH3HUYECKOH aKTHBHOCTH,
33—44% o6pamaioTcsi 3a HEOTJIOXKHOH MOMOILBIO K
Bpauy BCJE[CTBHE Pa3BHTHS O0OCTPeHHSI 3a00JIeBaHHS.
Takum o6pasom, auib y 30% GONbHBIX AOCTHralOTCS
OCHOBHBIE llesin JieueHust BA, npuBe/ieHHbIE B OCHOBOIIO-
JlaraiolkX COTJIACHTeNbHBIX A0KyMeHTax [1,2].

[IpyunHbl HepoCTaTOYHOH 3(HEKTHBHOCTH MPOTHBO-
BOCMAJIHTEJBHBIX cpeficTB NpH BA MHOroo6pasHbl H BKJIO-
YalOT OrPaHHYEHHBIH CHNEKTP JeHCTBHS NPHMEHSEMbIX
npenaparoB, MeJVIEHHOE HACTYIUIEHHe HX KJIHHUYECKOro
addexTa, CI0KHOCTb HHIANSIHOHHOH AocTaBKH. [TonbITKH
TNOBbIIEHHS 3()(HEKTHBHOCTH NMPOBOAUMONH TEPanuH NpH-
BOZSAT, KaK MPaBHJIO, K YBEJHYEHHIO YHCJIA TPHMEHSIEMbIX
TpernapaToB M 4acTOTH JO3UPOBAHHS, YUTO CHHXKAET Ypo-
BeHb KOMIIIAEHTHOCTH GOJIBHBIX.



Tabnuya 1

PesynbTaThl MHOroLeHTpoBbIX uccneposanuii AIRE, AIRCEE, AlA, nposegeHHbix B 1998-2001 rr.

AIRE

AIRCEE AlA

Cumnroms! BA

Benuko6puranus, OpaHuus,

Monsia, Bexrpus, Yexus,
Cnosenun, Xopsarus, Jlutea,

M::::"m;:uﬂeﬁztr:;ﬂ Cnosakus, Narsus, Gonrapws, 2l
* a Poccus, PyMuinus, Ykpavta
Yucno 60nbHbIX 2803 1617 5312
OTcyTCcTBME HOYHBIX NPOBYXAEHWUIA U3-3a aCTMbl 63% 63% 58%
OTtcyrcTBue Nponyckos paboThbl / LWKONLI 57% 49% 67%
HopmanbHblii ypoBeHb (PU3N4ECKo aKkTUBHOCTN 37% 49% 34%
OtcyTcTeue Heo6X0AMMOCTU B HEOTNOXHBIX 06- 67% 56% 57%
palweHuax K Bpady / rocnuranuaaymsx

YpooenetsopeHve MeauUMHCKO NOMOLLLIO MO 58% 78% 90%

noeoay acTmbl

OmHHUM H3 BO3MOXKHBIX MYTeH K NOCTHXEHHIO MOJHOTO
KOHTpoJs Haj DA aBisieTcst npuMeHeHHe KOMOHHHPOBAH-
HOH Tepanuu [2-arOHHCTOM MJIHTENbHOrO NEHCTBHS H
MHTaJISIMOHHBIM TioKokopTHKocTeporaom (UT'K). Ewe B
1994 r. Greening A.P. u coasm. [3] ormeruan, uto
3t dekTHBHOCTD JieueHHs: DA cyllecTBeHHO Bo3pacTaer,
ecau Kk UT'K pob6asiasietcsi f2-arOHHCT JJIMTENBHOTO JeH-
cTBHS. B mocsenyionieM 3TO MOATBEPAMJIOCH €lle B He-
CKOJIbKHX paboTax [4—6], 6bliH HauaThl HCCEAOBaHMUS,
LIeJIb KOTOPBIX MMOHCK 00bsICHEHHS 3THX (hakToB. BaxkHed-
el HaXONKOH NMpPOBENEHHBIX HCCIEeIOBaHUH OblI0 0OHa-
pyxeHue cuHeprusma neiictBusi UK u Po-aronucros
AJuTesbHOro Aedctus (puc.l).

TouHble MEXaHH3MBI TIOTEHUMPYIOIEro BIHSHHS HHTra-
JISILKOHHBIX KOPTHKOCTEPOHIOB H [B2-arOHHCTOB AJIHTENb-
HOTO JIeHCTBHSI NMPH HX KOMOMHHPOBAHHOM Ha3HAYeHHH
MPONO/IKAIOT U3y4yaThCsl, OIHAKO MHOTHe (haKTOpHl yxKe
ycTaHoBJeHb! (Ta6i.2).

B Hacrosiliee BpeMsi HECOMHEHHBIM JIHAEPOM CpejH
WI'K, naoumum HauboJiee BBICOKYIO 3()(PEeKTHBHOCTb H
JIyUYIIH# npo¢ub 6e30nacHOCTH, ABJAseTcs (DJIYyTHKAa30HA
nponnoHat (®II). B psigy P2-aroHHCTOB MIHTENHLHOrO
nelcTBHs HauboJiee LIMPOKO NMPUMEHSETCS CallbMeTepoll
(CM), uTo 06yCJIOBJIEHO BHICOKOH CEJEKTHBHOCTBIO Tpe-
napara B OTHOLUEHHH [2-aipeHOPEeLIeNTOPOB H 3HAYHTEBLHOM
(12—24 u) NpoOAOIKUTENBHOCTBIO AEHCTBUS. Y YUTHIBAS
noTeHUMpyolre aeicTBue, okaseiBaemoe CM u PII u,
KaK TpaBHJIO, HEBBICOKHH YPOBEHb KOMIIAEHTHOCTH Ma-
LIMEHTOB, MOJIYYaOUMX HHraNSUHOHHYIO Tepanuio, CM u
ODIT 6uiin 0ObeIMHHEHB! B OJHY JIEKapCTBEHHYIO (OpMY.
KomGuHHpOBaHHBIN npenapat noayyun HasBanue “Cepe-
tan” (Seretide, GSK) w BhmycKaeTcsi B BHAE MOPOLIKO-
BOro HHraJsTopa MyJabTHAMCKa (Diskus) v 103HPYOLIETrO
a3pO30JIbHONO MHraNsITopa, He cofiepaliero dpeoua [22,23].

Dapmaxodurnamuieckue agppexmot. CanbMeTepos —
B2-aroHHCT AJTHTEJBHOrO IEHCTBHS, BEI3LIBAET MPOLOJIKH-
TeJbHOe GpOHXOpaclHpsiollee AeHCTBHe, NPeAoTBpallaeT
pasBHTHE INMOCTHArpy3o4YHOro G6poHXocna3Ma, OKasbBaeT
NPOTEKTOPHOE JEHCTBHE B OTHOLUEHHH NMPOBOKALIHOHHBIX
TECTOB C THCTAMHHOM, METAXOJMHOM, XOJOAHBIM BO3/LYXOM.
[To mHenuio psima aBtopoB [24], CM moxer naBaTh H

HEKOTOpble HeOPOHXOJHUTHUECKHE 3(h(dEKTH, CBHIAETEJb-
CTBYIOIIME O HAJIMYHH Y TpernapaTa OnpeeseHHbIX Mpo-
THBOBOCIHAJIUTEJIbHBIX CBOHCTB.

Wuransuuonusl koprukoctepoup PII npensarcreyer
AaKTHBAaLUMKH M MUTPALMH 303MHO(MHUJIOB B 30HY aJlJIepru-
YeCKOro BOCMAJIEHHUSI U MOCJEeAYIOIEMY BEICBOGOXAEHHIO
MEIMaTOPOB aJVIEPTHH, NPUBOJUT K BhIPaXKEHHOMY CHMXKe-
HHIO YPOBHSI 6DOHXHaNbHOM THIeppeakTHBHOCTH [25,26].
Kak u Bce MHraisiuMoHHble KopTHKocTepounsl, PII, Ha-
3HauaeMblll B BBICOKHMX f03ax (6osee 1000 mxr/cyr),
MOJXKET MOTeHUHAaNbHO OKa3biBaTh yrHeTalollee AeHCcTBHe
Ha (QYHKUMIO HAANOYEYHHKOB M TPHBOAHTb K 3alepiKKe
pocTa y zeteii [26].

CM u PII aBasi0TCs BHICOKOJHIO(GHUIBHBIMA COENHHE-
HHSIMH C GOJIBLIOH TIPONO/KHTEBHOCThIO fekicTBus [27, 28].
BesencTBre BhICOKOTO adpHHHTETA K B2-aipeHOpeLenTo-
pam Gponxoaunatupyiomui apdekt CM npoposkaercs
Gosee 12 y [24]. ®I1 umeeT BHICOKYIO CTENEHb CBSI3H C
TVIIOKOKOPTHKOMAHBIMH PELENTOpaMH, MEPHOJ MOJYXKH3HH
CTEpOHIPELIENITOPHOrO KoMILieKca cocTasisieT 6outee 10 u [28].

P2-AronucTa A0

V'j Mﬁifﬁnsrb-;ﬁnzﬁ:/;uhaég

~ KNETOK BOCNaneHus -
|| Orek causucron
Nponubepauna knerox.

| Funepnnasus
“Bucaotoxa:

TR

Cumnromu/obocTpenusn

Puc.1. MNaroreHeTu4eckne MMULIEHN UHraNAUMOHHBIX KOPTUKOCTEPOUAOB W
Bo-aronucros anutensHoro aeicrans (A1) npy ux kOMGMHMPOBAHHOM Ha3-
Ha4YeHuu.
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Tabnuuya 2

HekoTopbie MEeXaHU3Mbl CUHEPru4Horo OEACTBUA UHraNsLUOHHbIX KOpTUKOCTEpOMaoB n Bz-afOHMOTOB ANUTesibHOro

pencTeus

Wccnenoesanue

OCHOBHbIE peaynbTaThl

Eickelberg v coasT. [7]
Baraniuk v coasT. [8]
Pang [9]

Pang v Knox [10]

Oddera v coasT. [11]

Anenden v coasT. [12]
Mak v coasr. [13]

Mak v coasT. [14]

Proud v coasT. [15]
Bissonnette n Befus [16]
Butchers v coasT. [17]

Nialsv coasT. [18]

Chong v coasT. [19]

Dowling v coasT. [20]

Dowiing v coasT. [21]

B2-AroHUCTLI aKTUBUPYIOT KOPTUKOCTEPOUAHLIN peuenTop (in vitro)
["nioKoKOpPTUKOMAbI NOBLILLAIOT KONU4eCTBO [32-aapeHopeuenTtopos (in vivo/in vitro)

CuHepruyHoe yrieteHue B2-aroHuctamm n koptukoctepovaamm GHOo
UHAYLMPOBaHHOro BbicBOGOXaeHus WUJ1-8 (in vitro)

CuHepruyHoe yrHeteHue B2-aroHmctamm u koptukoctepovaamm OHOo
VMHAYUMPOBAHHOr0 BbICBOOOXAEHWA 30TakcuHa (in vitro)

CanbmeTepon ycunuBaeT yrHeTaiollee BaMsHue KOPpTUKOCTEPOMUAOB Ha
annepreHnHAYUMpPOBaHHYIO aKTUBALUMIO MOHOHYK/IEAPHbIX KNETOK nepudgepuieckoi
Kposw (in vitro)

CanbmeTeposn yCunmBaeT anonTo3 903MHOMUIOB, HAYUMPOBaHHLIA hnyTrkasoHa
nponuoHaTtom (in vivo)

KopTukoctepouab! 06nanaioT NPOTEKTOPHLIM 3(GHEKTOM B OTHOLUEHUU CHUXKEHUS
akcnpeccuu B2-agpeHopeuenTtopos (in vivo)

CNIOKOKOPTUKOMABI YCUNUBAIOT TPAHCKpUnuuio B2-anpeHopeuenTopa (in vitro)
CanbmeTepon yrHeTaeT annepreHMHAYUMpPOBaHHYIO COCYAMCTYIO NPOHULIAEMOCTb (in vivo)
CanbmeTepon u canbbyramon yrHeraioT IgE-3asucumoe BoicBoboxpeHue ®HOw. (in vitro)

CanbmeTepon yrHeTaeT BbICBOGOXAEHUE ructamuna, nenkotpuerHa C4 u
npoctarnasguda D (in vitro)

B2-AroHucTbl (canbmeTepon, dopmoTepon, canbbyTamon) yrHeTaloT BeicBoboXAeHWE
rucramuHa u3 oparmMeHToB nerkux yenoseka (in vitro)

CanbmeTtepon yruetaeT IgE-onocpenoBaHHoe BbICBOOOXAEHME rMCTaMnHa U3 TYyYHbIX
KNETOK NIerkux Yenoseka Yepes B2-agpeHopeuentopsasucumele 1 B2-aapeHopeuenTop-
He3aBUCUMbIE MeXaHuambl (in vitro)

CanbmeTepon cHuxaeT Pseudomonas aeruginosa HAYUMPOBaHHOE NoBpexaeHue
anuTenusa abixatenbHblX nyTen (in vitro)

CanbmeTepon o6nagaer NPOTEKTOPHLIM AECTBUEM B OTHOLLEHUM MOBPEXAEHUS

anuTenus abixatenbHblX NyTen, BblaBaHHOro Haemophilus influenzae (in vitro)

dapmakoauHamuyeckue spdextst CM u PII, Hasua-
YEHHBIX COBMECTHO, CXOHBI C TAKOBBIMH, OOHAPYKEHHBIMH
NpH PUMEHEeHHH KaXJIoro U3 NpenapaTos oTaebHo [29].
Tax, He OblJI0 OOHAPYXKEHO KAKUX-JIHOO 3HAYHMBIX B3aH-
MOJIEHCTBHH J[BYX IpernapaToB, He BLISIBJIEHO BJIHSIHHUS
KOMOHMHALMK HAa CYTOYHBIH YPOBEHb SKCKPELHH KOPTH30J1a
¢ MOYO¥ o cpaBHeHHIo ¢ MoHoTepanuelt PII B aHasmorny-
HbIX f03aX. [1pu HasHaueHuH cepeTuna B nose 50—100 mxr
2 pasa B JieHb He OblJI0 OGHAPYKeHO 3HAYHMOTO BIHSAHHUS
KOMOHHHPOBAaHHOH TepamHH Ha CYTOYHYIO 3KCKpeLHIo
KOpPTH30J1a C MOYOH MO cpaBHeHHIO ¢ miauebo [29]. ¥V
B3pOCJIbIX, MO AaHHLIM JBOHHOTO CJENOro paHAOMH3HpO-
BAHHOTO HCCJIENIOBAHHS, He GbIJIO 0OHAPYKEHO 3HaUHMBIX
pasnMuyMid B CHIBOPOTOUHOM YPOBHE KOPTH30Ja TOCHe
CTHMYJISIUHH CHHTETHYECKHM KOPTHKOTPOIIMHOM MEeXIy
nauueHTamu, nonyvasmumu CM/®I1 B mose 50—250
MKT 2 pa3a B JIeHb, MOHOTEPAIHIO KaX/IbIM U3 NpernaparToB
B OTHeJbHOCTH M mutaue6o [30].

[Tpu usyuennu appexroB CM B pexxuMe MOHOTEPAITHH
1 B KomOuHauuu ¢ PIT 6sl10 noxkasaxo, uto hapMakou-
Hamuyeckue 3pekTsl CM He CHHXKAJIHCh B IPHCYTCTBHH
UIK [31]. Takxe yGenuresibHO IOKa3aHO, YTO HasHAYEHHe
CM opnoepemenHo ¢ PIT He MacKupyeT ajljlepruyeckoe
BOCMajleHHe W He MellaeT pacro3HaBaTh YXyJlUIeHHe B
TeYeHHH acTMmbl [32].

Papmarokuremuueckue ocoberrocmu. CM He o6Hapy-
XKHBaeTCs B NJ1a3Me KPOBH MOCJIe HHTaJISILMH Npenapara.

B Hacrosllee BpeMs TakKe HET JaHHLIX, MTOATBEPIKAAIO-
KX, YTO NONOJHUTENbHOe HasdHavyeHHe DI moxer npu-
BOIAHTb K H3MEHEHHIO CHCTEMHOH OHOMOCTYNHOCTH H
(hapMaKOKHHETHUEeCKHX XapakTepucTHk CM [29].

[TpoBepeHHblE HCC/EIOBAHHS, NOCBSIIEHHBIE CPaBHH-
TeJIbHOH OleHKe cucTeMHoH 6uonoctynHocTH PII u ce-
peTHAa, MoKasajli OTCYTCTBHE 3HAUMMBIX pasanunit [33].

Bo-AroHHCT JIMTEJIBHOrO AEHCTBHS, TaKXKe Kak U PIT,
MeTabo/H3upyeTcs MpU ydyacTHH uutoxpoma P-450. Ilo-
yeyHbli KaupeHe coctasasier MeHee 0,02% [26] ot cym-
mapHoro kaupeHca aas PI1 u menee 5% — aas CM.

TepanesTHueckast 3peKTHBHOCTh KOMOHHHPOBAHHOH Te-
panui CM u DIl y nmauuMeHToB C MNEPCHCTHPYIOLINM
TeyeHHeM DA usyyanach B MHOTOYHCJIEHHBIX MHOTOLEHTPO-
BbIX PaHJOMH3HPOBaHHBEIX HcclefoBanusx [22,23,34,35].
B HcenenoBaHust BKJIOYAJIH MAUMEHTOB, Y KOTOPBIX CHM-
NTOMbl aCTMbl COXPaHSJIMCh, HECMOTPS Ha MPOBOAHUMYIO
tepanuio UI'K. PasoBasi nosa CM Gbisla MOCTOSIHHOH BO
BCEX HCCJefloBaHMAX W cocTraBasiia 50 Mxr, posa PII
BapbupoBasia — 100, 250 u 500 mxr. Bee HHransuuoHHee
npenaparsl B IPOBeIEHHBIX HCCEIOBAHH X Ha3HAYaIHCh
no | MHransuMuH 2 pasa B JieHb 4Yepe3 NOPOLIKOBHIH
HHransaTop MyJbTHIAMUCK.

HccnenoBaHusi y B3pOCHBIX, NMOAPOCTKOB H jeTeH B
Bo3pacTe oT 4 110 11 JieT npoeMOHCTPHUPOBAJIH BBICOKYIO
KJIMHHYEeCKYI0 3 (eKTHBHOCTL cepeTHiia, HasHauaBLIerocst
B no3ax 50—100, 50—250 u 50—500 mkr 2 pasa B CyTKH
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Tabnunya 3

PesynbTaTtbhl MHOrOLUEHTPOBLIX PaHAOMM3UPOBaHHbIX ABOWHBIX Cnensix uccnenosanui y naumentos ¢ BA (MCB 50—85%
OT HGPMbI) BO BpeMsi KOMOMHMPOBAHHOW Tepanuu NpenapaToMm cepeTup unu npu pasgenbHoM HasHavyeHuu CM+OIM B

TeyeHue 12 Hep,

AsTOp Pexum Tepanuu' (4mcno GonbHbix)

Cpepnsa MNCB (yTpo, sevep), n/MuH Cpentee O®B,, %

uamexeHue n3MeHexnue

UCXOAHO | WUCXOAHO I

B3pocnbie u nogpocTku ctapwe 12 ner

CM/®r 50/500 (167)
CM50+®dM500 (171)
D500 (165)
CM/®I1 50/100 (121)
CM50+dI1100 (123)
CM/®I 50/250 (180)
CM50+dM250 (191)

Aubier n coasr. [34]

Bateman u coasr. [23]

Chapman n coasr. [22]

Oetu ot 4 po 11 ner

CM/®r1 50/100 (125)
CM50+®IM100 (132)

Van den Berg un coasr. [35]

359 7T35*, T29* 2,44 70,29
345 133, 123 2,32 70,16
351 T15, T9 2,33 70,23
368381 T42, 136 2,42 70,23
365376 733, 130 2,33 10,26
398415 T43, 135 2,51 70,26
391415 136, 125 2,55 T0,24
226 133, T29 1,53 10,21
231 T28, 125 1,57 T0,13

MpumeyaHusa: 1 — NO3UPOBKA B MKI YEPE3 MOPOLLKOBbLIA UHIAnsATop 2 pasa B AeHb, 2 — BCE MauueHTbl 10 BKIIOYEHUs B

uccneposanue nonyyanu UMK B teqyeHue 4 Hepg,;

(ta6:1.3). KomGHHMpOBaHHAsI Tepamnusi CEPeTHIOM MPHBO-
JHJa K GHICTPOMY BO3pacTaHHIO MoKasaTesel (opcHpo-
BanHoro Beioxa (O®B; Ha 15% B nepsuie 4 u mocJe
Ha3HaYeHHs) C COXpaHEHHeM JOCTHTHYTOro addekra B
TeyeHue 12 Hen. Ilpu cpaBHHTENBHOM aHaslM3e IOKa3a-
TeJiel JeroyHol (PyHKIMU nocJe 12-HeaebHOro JeueHHst
CEepeTHAOM H 3KBHBaJeHTHHIMH no3zamMu CM u PII, Ha-
3HayaeMbIMH OJJHOBPEMEHHO, He OBLJIO BHISIBJIEHO 3HAYH-
MbIX pasJjIHuMi B BeJIMUMHAX yTpeHHeH W BeuepHei [1CB
u ODB; [22,23,34].

B psize uccsienopanuit nokasaso [30,36], uto yBenmuenue
nokasatesiss OMPB| 6bl10 60J1€€ CTOHKUM U BHIPAaXKEHHBIM
y MNauMeHToB, nosyyaBuwux cepetf 50—100 Mkr u
50—250 MKr, yeM y GOJbHBIX, KOTOpble NPHHUMAJH
tonsko CM (50 mxr) miu PIT B pose 100 u 250 mKr.
[TpumeyaTenbHO, YTO BO3pacTaHHe AMHAMHYECKHX IMOKa-
3areJieii Beioxa (OPB|) 3aKkOHOMEPHO TIPOMCXOAMIO U Y
GONIBHBIX, KOTOpPHIE paHee HJIH HEMOCPeACTBEHHO mepej
BKJIIOYEHHEM B HCCJEeloBaHHe Mosyyanu Tepanuio PIT
uan CM [36—39].

BaxkHeiM KpuTepHeM 3((eKTHBHOCTH NMPOTHBOACTMA-
THYECKHX IperapaToB SIBJASETCS X CIOCOOHOCTb IPENOT-
BpauaTh pa3ButHe oboctpeHui BA. IlokasaHo, 4yTo Be-
POSITHOCTb MCKJIIOYEHHSI M3 HCCJIEHOBAHHH BCJIENCTBHE
0o60oCTpeHHst acTMbl OblJIa HAMHOTO MEHbLIE Y JIKLI, HaXo-
JMBLIMXCSI HAa KOMOMHHPOBAHHOH Tepamnud CepeTHAOM
(<4%), yeM y nalMeHTOB U3 IPYNI CPaBHEHHS, ONyYaB-
wux OI1 (11%), camsmerepon (35%) uau naaune6o
(>49%) [30, 36]. .

Tepamnus cepeTHioM 06yCJIOBJIHBANA JOCTOBEPHOE YJIyy-
LLIeHHe KauecTBa XU3HH GonbHbIX BA [40,41]. Knunuuecku
3HayHMble Pa3jIMyMsl B OLEHKaX LIKaJ BOMPOCHHKA Kaye-
ctBa xkusHu Asthma Quality of life Questionnaire
(AQLQ) 6blumy mostyyeHsl y NalHeHTOB, HaXOAHBLIHXCS
Ha KOMOMHHPOBAHHOM TeparuH MO CPaBHEHHIO C IPYNIamMH

T — Bospacranve, * — p<0,001 k PI1.

60JIbHBIX, MoJyyaBUIMMHU miane6o 1 CM. OpHako nocro-
BEPHBIX pasjIMUHH B JWHAMHKe IOKa3aTejlell KauecTBa
XKH3HH MeXJy IpynnamMu G0JIbHbIX, MOJYYaBLUIHX CEPETHN
1 OPII, nonyyeHo He 6bl1o. Cpeli MALMEHTOB, IMOJNyYaB-
wux cepeTual B fo3e 50—100 mMKr, ormMeyasach Jy4iias
JAMHaMHKa IoKa3aTeJisi KayecTBa CHa, 4eM B JIPYTHX
rpynnax cpaBHeHust [41].

Kom6HHHpOBaHHAsl Tepanusi cepeTHaoMm neted 4—I11
Jet ¢ BA crnoco6cTBOBaNa YMEHbBLIEHHIO BEIPAXKEHHOCTH
CHMIITOMOB aCTMbI M IIPHBOJMJIA K 3HAUHMOMY YJIYUYILEHHIO
noKasaTesed JIerouHoH (YHKLUHH, HECMOTpsi Ha paHee
npoBoaumyio MoHoTepanuio PIT (cm.1a6a.3). [Ipu stom
He ObLJIO BLISIBJIEHO JOCTOBEPHBIX PA3JIHYHil MEXY MallH-
€HTaMH, KOTOpPHIM OblJI Ha3HAa4YeH CEepeTHH, W HEeTbMH,
noayuasuumMid CM u PII opHospemenHo [35]. Uepes 12
HeJl IocJjie Hayajia KOMGHHUpOBaHHOH Tepanuu CM / PI1
(50—100mkr) yrpennee sHauenue [ICB yBenuuuioch Ha
30 s1/MHH, 4TO COMPOBOXKAANOCh 3HAYHTEJBHBIM YJTyuILIe-
HHEM II0 1IKaJlaM AHEBHBIX H HOYHBIX cUMNTOMOB. Kouu-
4ecTBO AHeH 06e3 NPUCTYNOB acTMbl, GECCHMITOMHBIX
HoueH, AHeH 6e3 HCNOJb30BaHHA [2-arOHHCTOB TaKXe
3Ha4YUMO YBEJHYHJIOCh BHE 3aBHCHMOCTH OT crocoba
Ha3HauyeHHsi KOMOHHUPOBAaHHOH Tepanuu [35].

Pe3y/lbmal71bl CpagnHumenbHouIxX uccnedoanuli

Bosblioe yKcs0 paHAOMH3HPOBAHHBIX IJIALE60-KOHT-
POJIHDYEMBIX HCCJENOBaHHI ObIJIO MOCBSIILIEHO CPaBHH-
TEJIbHOMY M3y4eHHIO 3((HeKTHBHOCTH TEpalHu CepeTHIOM
u Gyneconuiom [42—44], a Takxxe cepeTHHOM H KOMOH-
HauMsMH GynecoHun + dopmorepoa [45] u DI + monTe-
mokact [46]. f

Ceperun B nose 50—250 mxr 2 pasa B seHb oGecrne-
yKBaJ 6osiee O6bIcTpoe pasBUTHE 3 (eKTa 110 CPaBHEHHIO
¢ OynecoHHJOM, HasHayeHHBIM B fo3e 800 MKr 2 pasa B
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JIeHb, TaK YTO yXK€ K OKOHYaHHIO l-H HeleJH TepanuH
cpeanee yrpenHee 3Hauenune I[ICB 6wiio jpocToBepHO
peire. UMCJIO MAUMEHTOB, Y KOTOPHIX OTCYTCTBOBAJIH
CHMIITOMBI aCTMBI X TOTPEGHOCTD B HCIIO/Ib30BaHHH KOPOTKO-
NeHCTBYIOIHX [2-aTOHHCTOB, TaKXkKe OBIJIO 3HAYHTEJBHO
GoJibliie B IPyIIie, KOTopas rnojyvajia KOMOHHHPOBAHHYIO
Tepanuio ¢ Bo-aroHHCTOM AJHTENbHOrO AeficTBus [42,43].
Ata TeHAEHLHS COXPaHSIach H B TeYeHHe MOCJIeAyIOIHX
24 nen Tepanuu. Kpome Toro, KoMGHHHpOBaHHAS Tepalus
NpUBOZHJIA K GoJlee CYILIeCTBEHHOMY YJIy4LIEHHIO KayecTBa
JKH3HH 110 JJaHHBIM OOIIEeH LIKaJbl BOMPOCHHKA KayecTBa
wusun AQLQ, uem HasHauenue Gyneconuna [44]). Onnako
YyacTOTa U TSXKECTb 060CTPEHHH acTMBI GBLIN NMPHOIU3HU-
TeJIbHO OJMHAKOBLIMHM IPH 00EHX CXeMax TeparHH.

[Tpu cpaBHUTENLHOM H3yUYeHHH 3P (PEKTHBHOCTH cepe-
tuaa 50—250 MKr 2 pasa B JieHb H KOMOHHalMHU Oyneco-
aun 800 mxr + cdopmorepos 12 Mkr 2 pasa B AeHb B
OTHOUIEHHH BbIPA)KEHHOCTH HOYHBIX CHMMTOMOB Y 60JIb-
HBIX CO CPEIHETSKEJION U TSXKEeJIOH acTMOH YCTaHOBJIEHO,
4TO CEPeTH]] OKa3blBaeT AOCTOBEPHO 6oJiee BhIpaXKeHHOe
neiicteue [45]. Tlpu sTOM uymcJIO HOueH 6e3 CHMITOMOB
acTMbl H OBIJIO CYLIECTBEHHO Goiblie B rpyMe cepeTHia
(85,7% npotus 72,0% B rpynmne 6yaecoHu + (popMoTepou;
p<0,05), a KOmMMYECTBO HOUHBIX MPOGYXKIEHHH H3-3a
acTMbI GBIJIO IOCTOBEPHO GoJIblie Y MalHeHTOB, MoJyyaB-
mHX KoMOuHaluo 6yneconun + opmotepos. Obpainaer
Ha ceOs BHHMaHHe, YTO pas3JMYMUsl MeXAy TpYIIaMH
COXpaHAJIMCh Ha MPOTSKEHHH BCEro nepuoja HabJoAeHUs
(12 nen). BeposTHo, pasHasi 3()(PEKTHBHOCTb JAHHBIX
PEXXHMOB MOXXET ObITh CBfI3aHa C I0303aBHCHMO¥ MPOAOJI-
JKHTEJNbHOCTBIO AeHCTBUS (hopMOTEpOJIA H TEM, YTO H03a
12 MKr 2 pa3a B CYyTKH HENOCTATOYHA MAJISI TOrO, YTOOHI
obecrnevynTh HeoO6XoauMoe 6poHXopacLIHpsIoliee NeHCTBHE
Ha MPOTS)KEHHH CYTOK.

[Tpu oLeHKe Apyroi KOMOGHHAIMH POTHBOACTMATHUECKHX

npenapatos (PI1 + aHTaroHKCT JEHKOTPHEHOBBIX pellen-,

TOPOB MOHTEJYKAacT) Y B3POCJBIX MALHEHTOB C HEAOCTa-
TOYHBIM KOHTPOJIEM HaJl CUMIITOMAMH acTMbl OBIJIO MOKa-
3aHO, uTo HasHauyeHHe cepeTHpa 50—100 mkr Gousee
spdextHBHO, yem Kom6uuauuud PIT (100 Mkr 2 pasa B
nens) + montenykact (10 mr/cyr) [46]. YBennuenue
yTpeHHUX W BeyepHux 3HaueHuit IICB, O®PB; 6bl10
JOCTOBEPHO BHILLIE B TIpyNne MalHeHTOB, MOJyYaBIIHX
cepetusi. KoMGHHHpOBaHHasi Tepanusi cepeTHaom 50—
100 mxr npuBommsia K GoJiee BHIPAaXKEHHOMY CHHXXEHHIO
NoTpe6HOCTH B CUTYALMOHHBIX [B2-arOHHCTAX M AOCTOBEP-
HOMY YBEJIMYEHHIO YHCNa iHeH 6e3 MPUCTYIOB acTMEL MO
cpaBHeHHIO ¢ KomOuHammein ®I1 + wmonTemykact [46].
Yucaio o6ocTpeHHi GPOHXHAJIBHOH aCTMbI OBLJIO IOCTOBEPHO
HHXe Ha (hoHe TepanmuH CepeTHAOM IO CPaBHEHHIO C
KomGHHauueii Mouteaykact + PII (2% mnpotus 6%).
OnHako cpefiHsisi JUHAMHKA MOKa3aTeJseH IKaJbl IHEBHBIX
CHMITOMOB Obljia MPHOJIH3UTENLHO OMHAKOBOH B 06€HX
rpymnmnax cpaBHEHHS.

d)apmaxoalcouomuuecxue acnekmaol

B nocsiesiHee BpeMsi ObLIH OMYGIHKOBaHbl Pe3yJIbTaThl
HECKOJIbKUX (papMaKOIKOHOMHUYECKHX HCCJIeIOBaHUH, 110-
CBAilleHHBIX cpaBHeHHuIo cepeTHaa 50—100 mkr, 50—250
Mir, 50—500 mxr 1 DI, Ha3HAYEHHOTO B SKBHBAJIEHTHBIX

Croumocts cyTox nevenus (SEK)

507

40 7

30 7

Symbicort (6/200 bd) Symbicort (12/400 bd) Symbicort (24/80
Seretide 50/100 Seretide 50/250

[ seretide

Puc.2. CpaBHeHne CTOMMOCTM CYTOK NEYEHUA NpW UCNONb30BaHUM 3KBU-
BaNeHTHbIX 03 npenapaTtos cepetns u cumbukopt (6yaeconuna/popmo-
Tepon) (1:2).

I
0 bd)
Seretide 50/500

= | Symbicort

nosax [47—>51]. B ucciiejoBaHHsIX cTaBHaIACh LeJb CPaB-
HHTb 3aTPATH Ha JIeYeHHe H OCHOBHbIE Pe3yJIbTaThl TEpPaly
(mocTukeHHe KOHTpOJS Hall 3a00/ieBaHHEM, TOTpebeHHe
pecypcoB 3IpaBOOXPaHEHHsl U T.I.) TPH HCIMOJb30BaHHH
HOBOro mpenapara (cepeTHa) M HMelollerocsi CTaHAapTa
nevyenus: (GaAUKCOTH).

Bo Bcex Tpex HMCC/IeNOBaHHAX MMOKA3aHO, YTO CEPETH],
obnajan GoJblied KIMHHYeCKOH 3(deKTHBHOCTHIO, YTO
BbIPaXaJsioch B IOCTOBEPHOM YBEJIHUEHHH YHCJIa YCIEeLIHbIX
HeJleJlb JIeYeHH s, JHeH 6e3 CUMIITOMOB acTMbI U iHeH 0e3
3MHU30710B acT™HL. [IpsiMBle 3aTpaThl Ha JieueHHe B rpyrnie
GOJIBHBIX, TIOJYYABIIMX CEPETH]I, BO3POCIH HE3HAYHTENBHO
1 BapbupoBasu ot 0,08 mo 0,8 nonn. Ha | nmauueHra B
neub. IIpu aToM, HanpuMep, B rpymnie GoJMbHBIX, MOJyYaB-
wux cepetin 50—250 MKr, YHCJO YCNEWHBIX Henlesb
neveHusi yBeauuunoch Ha 49%, nHH 6e3 CHMITOMOB
acTMbl — Ha 49% u 1Hu 6e3 3nK3010B acTMbl — Ha 73%
M0 CPaBHEHHIO C MauueHTaMmH, moaydaBwnmu PIT 250
MKT. B pesyabraTe ycTaHOBJIEHO, UTO CTOMMOCTD AHS 6e3
CHMIITOMOB acTMbl MPH HCMOJIL30BAaHHH cepeTHAa Obljia
GoJsiee HH3KOH, ueM 1pu HasHaueHuK PII. [1pu BeIuHCIEHHH
HHKPEMEHTHBIX 3aTPaT TaKXe MoJyyeHb! GJIaronpHsITHEIE
naHHble. Tak, CTOWMOCTb KaXX/0ro A0NOJHHUTENbHOrO Gec-
CHUMITOMHOTrO JHSl NPH HCIOJb30BaHUM cepeThaa 50—100
mkr, 50—250 mkr, 50—500 mxr Bmecto PIT konebiercs
or 0,47 no 5,4 noan. B penb. Takum obpasom, Tepanusi
CepeTHIOM sBAsieTC (hapMaKOIKOHOMHYECKH NPEeAoYTH-
TeJIbHOM, HECMOTPSI Ha HECKOJIbKO GoJiee BEICOKHE MpsiMble
3aTpaThl Ha KOMOMHHPOBaHHYIO TepaIHIo.

24-HepleNIbHOE HCCJIEIOBAHHE MO CPABHEHHIO CepeTHa
(50—250 mxr 2 pasa B nenb) ¢ 6yneconusom (800 mxr
2 pasa B JieHb) OBUIO MOABEPTHYTO aHAJH3Y C IO3HLHH
cTouMocTh — addexTuBHocTb [52]. B pesyabrate 6bl10
YCTaHOBJIEHO, YTO MPH CXOAHOH CTOMMOCTH OAHOTO AHS
neuenusi (cepetun 50—250 mMxr — 2,38 noaa. B JieHb,
6yneconup 800 MKr — 2,24 fosul. B JieHb) Ha3HayeHHe
CepeTHa MPHBOAMJIO K BO3PACTAHHIO YHCJA HEJesb yC-
newHoN Tepanuy Ha 56 % 10 CpaBHEHHIO ¢ 6y AeCOHHIOM.
Takum o6pasoM, CTOMMOCTb OJIHOH “HeNeNH YCMelIHOH
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tepanuu” 6bl1a Ha 32% HHXKe TPH JIEYEHHH CepeTHIOM,
yeM GYNEeCOHHIOM. B neHeXHOM BBIpa)K€HHH 3TO COCTa-
BuJio 11,65 nost. B Hepedo.

[Ipsivble (hapMaKOIKOHOMHYECKHE CPaBHEHHST MEXAy
CepeTH/IOM H KOMOHHHPOBAHHBIM NpenapaToM 6yaecoHus/
dopmoTepost (CHMOGMKOPT) 0 HACTOSILErO0 BPEMEHH He
nposoauaKck. OIHAKO NPH CPAaBHEHHH NMPSIMBIX 3aTPaT Ha
JieyeHHe STHMH IpenapaTaMH, Ha3HaYeHHbIMH B 9KBHBa-
neHTHBIX aosax (cepetun 50—100 MKr W CHMGHKOPT
6—200 mkr, cepetna 50—250 MKr u cum6ukopT 12—400
MKr, cepetz 50—>500 Mkr ¥ cum6uKopT 24—800 MKT),
1oKasaHo npeumyuectso ceperuaa 50—250 mxr u 50—500
MKr. IIpsiMble 3aTpaThl Ha JieyeHHe NPH MCIOJb30BAaHHH
pexxumoB cepetrs 50—100 mMkr u cum6uKopT 6—200 MKT
GblH corocTaBuMBbl (puc.2).

[Ipu nmpoBeneHHH CPABHHUTEJBHOTO (hapMaKodIKOHOMH-
YyecKoro aHanusa cepeTuia U Kom6uHauuu PII + MoHTe-
JIYKacT 1OKa3aHo, YTO MPHUMEHEHHe cepeTHja obecrneyu-
BaeT MOCTHXXEHHEe JIYYLIEro COOTHOLIEHHSI 3aTpaThl —
3(h(heKTHBHOCTb 32 CUET CHHXKEHHSsI NOTpebJIeHHsT pecypcoB
afpaBooxpaHenust (uMcsia JHeH rOCIHTANM3aLMH, 06pa-
IeHHi K Bpauam obuieil npakTuky u ap.) [53].

[Teperocumocmo. CepeTHai siBjisieTcst KOMOHHALMEH IBYX
JIEKapCTBEHHBIX CPEACTB, MO3TOMY XapakTep M 4acToTra
PasBUTHS HeXXeJaTeJbHbIX JIEKapCTBEHHBIX pPeaKLHH TH-
MUYHBl JUIS KaXKAOro M3 KOMIIOHEHTOB Ipenapata. B
HacTosllee BpeMsl OTCYTCTBYIOT JaHHbIE, CBHAETEJbCTBY-
[olie 06 YBeJMYEHHH YaCTOTHI H TSXKECTH HeXeJlaTeJIbHBIX
JIEKapCTBEHHLIX pPeaKUWi BCJENCTBHE OAHOBPEMEHHOIO
npUMeHeHHs ABYX npenapaTos [33].

B cOOTBETCTBHH C NMPOBEIEHHBIM aHAJIM30M MEepPeHOCH-
MOCTH HauboJiee YacTbhIM MOOOYHBIM 3(h(EKTOM NpH Te-
panuH CcepeTHIOM sBJsieTcsl rojioBHas 6o0ib (2—5%),
pasnpaxenue B ropiie (1—4%), ocumoets ronoca (<4%)
¥ KaHmunos nmosoctd pra (1—4%) [22,23,30,34,36,48].
HauGosee yacTeiM no6o4yHBIM 3ddekTom y mereit 4—11
JieT OBl KaHAHAO03 MOJIOCTH PTa, O KOTOPOM COOOLIANOCh
B 2% cayuaes [35].

YacToTa pasBUTHSI HeXXeJlaTeJbHBIX JeKapCTBEHHBIX
peakuuii GbIa COMOCTaBHMa B Tpymnnax GOJIBHBIX, MOJY-
yaBuux cepetip 50—250 MKr 2 pasa B ieHb U GYIE€COHH],
800 mxr 2 pasa B nieHb B TeueHue 24 nen [42].

Hosuposxa u Ha3nawexnue. B HacTosilee BpeMst KOM-
OHHHpOBaHHAsi TepanMsi CEpeTHAOM TIOKa3aHa C LeJbio
aauTenbHOH npoduaakTHKH BA y pereil, HauMHas C
4-neTHero Bo3pacTa, MOAPOCTKOB H B3pOC/bIX. PekomeH-
Jyemasi cCTapToBasi 1032 OCHOBBIBaeTCsl Ha TskecTH BA u
paHee NPOBOAMMON MeAHKaMeHTO3HOH Tepanuu. Havasnb-
HOMH [030M cepeTHAa y MallHeHTOB, He NMOoJy4YaBLIHX paHee
UI'K, sasasercsi 50—100 mkr aBaxkael B neHb. Ecuau
HayaJbHast 1o3a He 06ecneyHBaeT A0CTaTOYHOTO KOHTPOJIS
Hajl CHMIITOMaMH acTMBl B Te4YeHHe 2 Hell, TO PEeKOMEH-
JlyeTcsi yBeJMueHHe 103kl NpenapaTa [54].

PexomeHayemble 11036l CepeTHAA VIS MALHMEHTOB CTaplle
12 et — mo 1-it MHransiUMK ABaXKABl B J€Hb C HCIOJb-
30BaHHEM TOPOLIKOBOTO HHrassitopa MyubTHaKCKa (KaXaast
nosa couepxut 50 mxr CM u 100, 250 uiu 500 mxr PIT)
[33]. losa @I pomxHa GbITH MoAOGpaHa HHAMBHMAYANLHO
B COOTBETCTBHHM C TSDKECTbIO 3a00/IeBaHHSl Yy KaXKAOro
nauuenra [55].

Tabnuya 4

KpuTepuu XOpoLo KOHTPONMPYEMOii acTMbl

MuHuMansHoe YUCno (CpeaHnn oueHka
MO WKane AHEeBHbIX CUMNTOMOB 3a
npeawecTeyowmii Mecay <1);

JAHeBHbIE CUMNTOMbI

HouHble CUMNTOMBI MONHOCTLIO OTCYTCTBYIOT

[epeHoCUMOCTb DUINHECKUX HopmanbHas
Harpysok

VMcnonb3oBaHue 6POHXONUT- < 2 nos/cyr
ukoB “no TpebosaHuio”

OG6palleHns 3a HeOTNOXHON OTecyTeTBYIOT
NOMOLLLIO

CyTouHasi nabunbHOCTb < 20%
6poHXx0B

[CB (cpepHecyTo4HblE 3Ha- > 80%
yeHus)

Mo6oyHble apdekTsl OT OTeyTeTBYIOT

NpPoOBOAUMOM Tepanuu

Y perett ot 4 po 12 Jser peKoMeHAyeMbIH peXHM
HasHaYeHHsl COCTaBJsAeT no 1 HHrajsuuu 2 pasa B I€Hb
B HaMMEHbLUEN J103€e 151 OPOLIKOBOro HHransitopa (50—
100 mkr). B HacTosiliee BpeMsi OTCYTCTBYIOT JAaHHBIE 110
MCIOJIb30BAHMIO cepeTHaa y ferel maanuwe 4 jet [33].

CrenyeT MOMHHTb, YTO CEPETHJ He JOJKEH HCIOJb30-
BaTbCSl C LEJBIO KYMHPOBAaHHS ocTporo mpucryna BA,
3aMeHsist UM [o-arOHHCTHl KOpPOTKOro aericTBHs. [TaumeHTsl
NOJIXKHBI OBITh HHQOPMHPOBAHBI O CPEACTBAaX HEOTJIOXKHOH
TepanuH INpPH PasBHTHH OOOCTPEHHS] aCTMBl M HMEThb
GecrpensaTCTBEHHbII JOCTYI K 3THM npenaparam [33,54].

Koppexkuuu 1036l cepeTHia y NOXHJIBIX TalHeHTOB HilH
y GOJIbHBIX ¢ HapyluieHHeM (QYHKIHH o4YeK He Tpebyercs.
[TauneHTsl, UMEIOLHE NeYeHOYHYIO HEIOCTATOYHOCTD, JOJIK-
Hbl MOHMTOPHPOBAThCSl Ha BpeMsl HasHauYeHHs Ilpenapara.
BesonacHocTh MpHMEHEHHS cepeTHaa B epuos 6epeMeH-
HOCTH B JIOCTAaTOYHOH CTENEeHH He H3y4yeHa, MOITOMY
6epeMeHHBIM JKEHIIHHAM IpernapaT MOXeT OBIThb peKo-
MEH/IOBaH TOJIbKO MO XXH3HEHHBIM MOKa3aHHSM.

KoMOuHHpOBaHHEIH Ipenapat CepeTHl B IMOCHEfHHE
rofibl CTajl AOCTYNEH B BH/le O3HPYIOLIEr0 a3pPO30JbHOTO
UHraJsiTopa, He cofiepKaiero ¢ppeoH. [IBa npoBeneHHbIX
HCCJIE/IOBAHHS HE BBISIBHJIH Pa3/IMYHH MEXAY 3THM CIIO-
co60M MOCTaBKH Tpenapata W Ha3Ha4yeHHEM uepes Io-

MHOYUMPOBaTh —= YMEHbLUWTb — MOAAepPXMBaThL
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Puc.3. Hosble noaxoabl K AONTOBPEMEHHOW Tepanuu NepcucTUpyoLLen
acTMbl.
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POLIKOBbIH HHrasiTop MyJIbTHAHCK [23,56]. YBenuuenue
yrpeHHero 3Hauenuss IICB Gbulo cxomubiM mocie 12-
nepenbHOro Kypea tepanuu CM /@I B gosax 50—100
Mkr # 50—500 MKr 2 pasa B JieHb yepe3 adpO30JbHBIH
WJIH TIOPOLUKOBHIHA HHrassitop [56].

Mecmo kombunuposannoii mepanuu cepemudom
¢ neveruu bA

B Besnuko6puTaHuu KOMOMHHPOBaHHAs Tepamnus cepe-
THIOM TTOKa3aHa BO BCeX CJydasix, KOraa LesnecoobpasHo
HasHayeHHe KOMOWHALMH MHTaJISLHOHHOIO KOPTHKOCTE-
pouzia H P2-arOHHCTOB AJIUTENBLHOrO AEHCTBHS, UTO COOT-
BercTByeT “wary 3" BpuTaHcKoro pyKoBOACTBa 110 JIEYEHHIO
6ponxuanbHOl acTMbl [57].

Bo-AronucT mauTeabHoro aercTBHs CM, no6asisieMbld
k PIT, obecneyrdBaeT HaUJYYIIHH KOHTPOJb HaJl CHMIITO-
mamu BA B cayyae, Korja 3abosieBaHHe HENOCTAaTOYHO
xopouio KoHTpoJupyercst HasHaueHnem WIK. IToatomy
BO BCEX CJyyasiX, Korja, HecMoTpst Ha npumeHenne MI'K,
6osbHOM He pocturaeTr BCEX kpuTepueB XOpoLIO KOHT-
POJIHPYEMOH acTMBbI, CJleflyeT PacCMOTpeTh lieJiecoobpas-
HOCTb Ha3HauYeHHs KOMOHHHPOBAHHOH TeparuH npenapa-
ToM cepeTHl. KpuTepHH X0opolIo KOHTPOJHPYEMOH acTMbI
(Tabn.4) 6bUTH pa3paboTaHbl Ha OcHOBe mporpammel G/INA
u copmyauposansl E.Bateman u coagm. [58].

Kpome TOro, HECOMHEHHO, YUTO CEPETH/] MOXKET HCIOJIb-
30BaThCsl B KauecTBe HayalbHOH (MHAYKTHBHOM) TeparuH,
T103BOJISTIONEH GBICTPO IOCTHYb KOHTPOJISI HaJl CHMIITOMaMH
actmbl (puc.3). Hanee nosa UK moxeT GBITh yMEHbILEHA,
YTO JIOCTHraeTcsl NepeBofioM GOJBLHOrO Ha MEHBIUYIO J0-
3upoBKYy cepetuaa (Hanpumep, ¢ ceperraa 50—250 MKr
Ha cepetui 50—100 MKr), rocJie Yero Mpu COXpaHeHHH
PEMHCCHH acTMbl GOJIbHOH MOXeT OBIThb NepeBeieH Ha
tepanuio WMI'K, HasHaueHHbLIM B CpefHeH HJIH HH3KOH
no3e.

Jlo6asiieHne P2-arOHHCTOB AJIMTEJNBHOTO AEHCTBHS CIIO-
cobeTByeT yMmeHblueHHIO Jo3bl nosydaembix MIK. Kak
paHee GbLIO MTOKa3aHo, fo6aBneHne CM K 6eKsoMeTasoHa
JMNIPONIMOHATY Mo3BoJIsteT yMeHbIHTh 103y UK npubau-
sutensHo Ha 50% [59]. Ucnonb3oBanre KOMOHHHPOBAHHOM
Tepanuu, TaKiM 00pa3oM, MOXET ObiTb OMpPaBHAHO B
nepHos cHHXKeHus f1o3sl UTK.

Huskasi KOMIJIaeHTHOCTb GOJIBHBIX C aCTMOH SBJISIETCS
OJIHOH M3 HauboJiee CYIECTBEHHBIX NPOOJeM MpH JeYeHHH
storo sabosesanusi [60]. [IpHUKHBI HU3KOH KOMIJIAeHT-
HOCTH B 3HAUUTEJIbHOM CTENEHH 00y CJIOBJEHE! CJI0KHOCTBIO
camoro npotuecca JedeHus: (Heo6XoAMMOCTbIO MHOTOKpAT-
HOrO NpHema rnpemnapara, CJIOXKHOCTBIO I03HPOBaHHS, IyTeM
HaszHayeHHsl, pealbHBIMH U MHUMBIMH NTOGOYHBIMH 3 (heK-
TaMM M T.1.). Kpome TOro, MeajieHHOe HacTyIlJIeHHe
KJIMHHYecKoro 3ddgeKkra NpH HCIOJb30BAaHHH IPOTHBO-
BocrnanuTenbHbix cpenctd (B tom uncae u MIK) cyue-
CTBEHHO TOJpbIBAET Bepy MalHeHTa B yCleX JieueHHs H
SIBJISIeTCA elle OAHUM (haKTOPOM, CHHXKAIOIHM KOMIJIa-
€HTHOCTb.

[TosToMy B KayecTBe OJHOTO H3 OCHOBHBIX MyTeH
TOBBILIEHHS] TIPHBEPXKEHHOCTH OOJIbHBIX JIEYEHHIO B Ha-
cTosilliee BpeMsl PacCMaTpHBAIOT Pa3paboOTKy MPOCTHIX
cxeM Tepanuu (MHHMMalbHOE YHCJIO TIpenapaToB, orpa-
HUYEeHHAasi KPATHOCTb NO3HPOBAHMS), MAKCHMAJbHO MpPH-

CMOCOOGJIEHHBIX K NMPHUBBIUKAM MalueHTa. BaxxHbIM TaKkxke
SIBJISIIOTCS CO3/IaHHe YINOOHOTro U NpUBJIEKATEIBHOrO crocoda
JIOCTaBKH TpernapaToB U pa3paboTka peXuMa HasHa4yeHHS,
obecreyruBaloLIero JOCTHKeHUS 3¢ eKTa B MaKCUMaJbHO
KOPOTKHE CPOKH.

OueBHAIHO, YTO NPHMEeHEeHHe KOMOMHHPOBAHHOrO Ipe-
napara cepeTu, obecrneyrBaoLero HacTymnieHue addexra
yXe B l-e CyTKH JIeueHHUs] U NPUBOASILEro K MaKCHMaJlb-
HOMY YIpOLIeHHIO cxeMbl Tepanuu (1 uWHransuus 2 pasa
B JIEHb), CIOCOOCTBYET YJIYUIIEHHIO PUBEPIKEHHOCTH 60JIb-
HBIX JIeUeHHI0. DTO MO3BOJISIET pacCMaTpUBATh Ipenapar
B Ka4yecTBE OJHOrO U3 CPeJCTB MEePBOH JHUHHUU B JIEYEHUH
CPEeIHETSIKEJION U TSXKEJIOH MEePCUCTUPYIOLIEH acTMBbl.
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B.C.bapanos, T.D. Heawenko, I1.b5.Ia3xoe
ITPOBJIEMBI Y1 JOCTUXXKEHHUS TEHHOM TEPAIIMMA MYKOBHMCIIMI03A

Wucrutyr akymepersa u rudekonornu uM.J1.O.Otra PAMH, Cankr-Iletep6ypr

CorylacHO COBPEMEHHBIM IMPECTaBJIEHHSIM FeHHYIO Te-
panuio (I'T) NOHHMAIOT KaK BBE[IeHHE HYKJIEHHOBBIX KHC-
JIOT B KJIETKY C 1leJIbl0 BO3[eHCTBHS HAa MEIHLHHCKHH
craTyc opraHusMa u/uaM JeueHusi GosnesHu (Kay u
coagm., 1997). CyiecTBeHHO, YTO IPH 3TOM CaM I'eH yxKe
BOCIPHHHMAaETCs KaK HOBBIH (hapMalleBTHYECKHH MNpena-
paT AJIs JIeYeHHs He OJIHOro, a MHOrWX 3abosieBaHHH,
MpUYeM He TOJBbKO MOHOTEHHBIX, HO H MYJbTH(haKTODH-
aJIbHBIX, U JIIOOLIX APYTHX MATOJOTHYECKHX COCTOSHHH.

EcTecTBEHHO, 4YTO NOJAOGHYIO MEpPCNEKTHBY BIOJHE
OLIEHHBAIOT MHOTHe BeflyllHe hapMaleBTHYECKHEe (PHPMBI,
3aTpathl KoTopbix Ha I'T Tonbko B 1997 r. cocraBuiu
okosiol81 muaH posnapos,a B 1998 r. — noutu 250 miuH
noanapos (Moelling, 1998). Tlpu sToM hHHAHCHPOBaHHE
HCCJIEIOBAHHUH, PABHO KaK MU MHOTHe JpyrHe MokasaTellH,
Kacatomuecs coctosiHust I'T B Mupe, 6e3yc/IOBHO, CMeILeHb!
B cropoHy CIIA. Tak, corjacHo HH(pOpPMAlUWH Ha CEH-
126pb 1999 r. aHraMHECKOro M3mateNbcTBA Yadaiu u
310 u3 396 onoGpeHHbIX ST KIMHHYECKHX HCIBITAHHH-
npoektoB I'T Buinmosnsiiorest B CLIA u Tosbko 68 — B
3anamuoi Epone (Ppanuusi, Beauko6puranus, Uranus,
Tepmanus u ap.). K coxaiieHHI0, HH OIHOTO CKOJIbKO-HH-
6y/ib IPOABHHYTOTrO U O(HLHANBLHO YTBEPXKAEHHOTO TeHHO-
TepaneBTHYECKOro NMpoeKTa KJIMHHYECKHX HCIBITAHHH B
Poccun uiu B crpanax CHI' noka He cymectyer. Cie-
LYeT TaKXXe OTMEeTHTb, uTo H3 396 npoekTos 261 (65,9%)
elle HaXomuTcsl Ha ¢paze | KIMHHYECKHX HCIBITAaHHH
(oueHKa TOKCHUHOCTH TEHHOM KOHCTPYKUMH); 133 —
mexay ¢asamu 1/11 (orpaHuueHHBIE HCIBITAHHS HA He-
GOMBLIIOM KOHTHHreHTe GOJIbHBIX) H TOJBKO 2 MPOEKTa,
Kacalolyecst JIeYeHH st ONyXOJH MO3ra — TIHOOJIaCTOMBI,
Ha ¢pase Il (1uHpokomaciuTaGHble KIMHHYECKHE HCTBITAHHS
B HECKOJIBKHX IIeHTpax). BmecTe ¢ TeM 1o cnpaBemiuBomMy
3aMeyaHHI0O ofHOro M3 mnuoHepoB I'T amepukaHckoro
uccaenosatenss PpaHya AHmepcoHa “3a HCKIOUYEHHEM
HECKOJILKHX HEeMpPOBEPEeHHbIX CJIyyaeB, HH OJIMH U3 IPOTOKO-
J0B I'T moka He oka3saJicsl yCIEIHbIM B JIeYeHHH OoJe3HeH
yenoseka” (Anderson,1998).

Pelnatomue ycrnexu B 0671acTH GHOTEXHOJOTHH H MO-
JIeKyJIIpHOH OHOJIOTHH, B YAaCTHOCTH B H3Y4YEeHHH reHa
CFTR, no3BoJiMJI¥ HavyaTh LIKPOKOMACLITaOHbIE HCCIE0-

BaHHWS M0 pa3paboTKe TeHHO-WHXKEHEPHBIX TOAXOMIOB C
Leqblo JieueHus: MykoBucuuaosa (MB). Uccsienoanus B
3TOM HanpaBJIeHHH BeAyTCS OCOOEHHO HHTEHCHBHO B
HauGoJsiee nepefoBbx 3anamHeix crpanax (CIIA, Beu-
ko6putanusi, Ppanuus). Tak, Hanpumep, B CIIA u
BeKoGpHTaHHH CYILECTBYIOT YTBEPIKAEHHEIE POTOKOJBI
KJIMHHYECKHX MCIBITAHUH 110 reHeTHUeCKoH Tepanuu MB,
B KOTOpPHIX 3ajelcTBoBaHbl Gosee 180 mauuenTtoB. Iipn
3TOM TOJBKO B 1999 r. Ha K/IMHHYECKHe MCIBITAHHS 110
reHHOH Tepanuu MB 3arpaueno 6oJiee 50 MaH Ho1apoB!

Xorst npy MB nopa)keHbl MHOTHE OpraHbl, CMepTeJib-
HBli Hcxoll B 90—95% cayyaeB HacTynaeT BCJE[CTBHE
nopa)keHust Jerkux. [loaTomy HMEHHO OHH SBJSIOTCS
rJIaBHBIM OO'b€KTOM FeHHOH TepaIruH 3TOro 3a60JIeBaHusl.
OueBHJHO, YTO €C/IH paHblle HayaTh JeyeHue MB, To
oxupaeMbldt a(dext 6yzer Buile. Ha cerogHsamnmit 1eHb
CYIIECTBYET MHEHHE, YTO ONTHMAJILHO HauHHATD JIeYeHne
elle JI0 MOsIBJIeHHUSI NepBbIX cuMNTOMOB MB, T.e. BO3MOXKHO
elle BHYTPHYTPOOHO JIH60 HAa HaYaJlbHBIX CTafMsX IMpo-
SIBJIEHUS 3a00JIeBaHUS.

OnmHolt M3 BaXXHBIX CTpPaTerMH B TeHHOH Tepanuu
Jerkux npu MB sBiseTcs ueseHanpaB/eHHas JOCTaBKa
reHa B HauWbGoJsiee TNOpa)KEHHBIE YYACTKH AbIXaTeJbHOro
nyTtd. Hannuue npoGoK CaM3K B ABIXATEJNLHOM SMHTENHH
npy MB ywmenbmaer 3¢deKTHBHOCTL HCIOJb30BaHHS
a’po30JIbHOro crnocoba AOCTABKH IeHa B JbIXaTeJbHbie
MyTH, XOTS 3TOT CNOCO6 BBEIEHHS] CYHTAETCS ONTHMAJb-
HBIM NPH IOCTAaBKe FreHeTHYECKUX KOHCTPYKLHH B JIerKHe.

Kak u3BecTHO, ABIXaTe/NbHBIH AMUTENHH 00Ja/1aeT KOM-
TJIEKCOM CEepbe3HBIX €CTeCTBEHHBIX 0apbepoB, MpensiT-
CTBYIOIUMX TNPOHUKHOBEHHIO BBENEHHOrO YY»KEepOJHOro
MaTepHaJia, BKJoyast Kak BUDYCHbIE, TaK H HE BHPYCHbIE
Hocutenu. K Takum Gapbepam MOXHO oTHecTH: 1) cuioi
CJIM3H, CIIOCOGHBIN 3a8/lepXKHBATh BBEJIEHHBIE Yepes JIbiXa-
TeJIbHbIe MYTH TeHHble KoMmieKchl. ClieyeT OTMeTHTD,
4TO C/IM3b y 6osbHEIX MB GoJtee rycras 3a cueT HapylleHHs
TpaHcnopra HoHOB Cl ;2) rIMKOKaJlMKC, NPersiTCTBYIOMHE
JIOCTHXKEHHIO FeHeTHYeCKHM KOHCTPYKLHMSM OeflHOH pelen-
TOPaMH allMKaJbHOH MeMOpaHbl AMHUTENHANbHBIX KJETOK;
3) “mnotHsie KouTakTh” (tight junctions) mexmy Knet-
KaMH [bIXaTeJIbHOrO SMHUTEJIHS, HEelPOHHLaeMble JIsi KOM-
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MJIEKCOB, HECYIIMX reHeTHUecKue KoneTpykuuu (Walters
u coasm., 1999; Wang u coasm., 1998); 4) snpocoma,
B Kotopyio Kommiaekc JIHK — HocuTesp momamaer B
pe3yJibTaTe SHAOLMTO3a H IJle MPOHCXOJUT €ro paspyLieHHe
JIHTHYECKHMH (hepMEHTaMH JIM30COM ; 5) siiepHasi MeM6-
pana (Zabner u coaem., 1995; Turner u coasm., 1996);
6) WMMyHHasi cHcTeMa, MPOAYLHpYIolasi HeHTpaaHu3yIo-
lMe aHTHTeJa K 6eslkaM Hapy»XHOH 00O0JIOYKH BHPYCOB
(Zabner u coasm., 1996).

Taxum o6pasoM, aJist JOCTHKEHHS 3P HEKTHBHOM reHHOM
TPaHC(EKUHH 3SMHUTENHAJBHBIX KJIETOK JIerKHX in vivo
JOJDKHBI OBITh MPEONOJIeHbl BHEKJIETOYHbIE 6apbepsl, OCY-
ILleCTBJIEHA IOCTaBKa BEKTOpa B LIMTOMJIa3My H obecreyeHa
nocjeayoouas TPAHCIOPTHPOBKA TE€HETHYECKOHW KOHCT-
PYKLHH B SAPO.

He meHee BaXXHBIM SIBJISIETCSI BOIIPOC YPOBHSI T€HETH-
YecKOH TpaHCGhEeKLUHH, Heo6X0oNUMOro st heHOTHIIHYEC-
KOH KOppEeKLUHH XJOpPHBIX KaHajoB. Ha cerogHsuHui
NeHb H3BecTHO, uTo 5% ypoBHs sKcnpeccuu resa CFTR
yxKe loctatouso ajsi 50% BOCCTaHOBJIEHHSI HOPMAJTBHOTO
tpaHcnopra HoHoB Cl” (Dorin u coasm., 1996).

[Ipo6nema pocraBki CFTR-reHa B snuTeNHalbHbIE
KJIETKH C HLeJbI0 MOJIyYeHHsl MPaBHJIBHON 103bl HEOOXOMIH-
MOro GeJIKOBOro NpoAyKTa, AAIOLIEro TepaneBTHYECKHH
s dekT, 10 HacTOSIIEro BpeMEHH He pellieHa U 10 CYTH
NpoJOJ/KAeT OCTaBaThCA LEHTPaJbHOH NpobJeMOH BO
BCEX NPoeKTax 110 FeHHOH Tepanuu. TpyAHOCTb JOCTHIXKEHHS
9TOH 11eJH, 110 06pa3HoMy BhipaXkeHHIo PpaHua AHzepcoHa,
onpejiessieTcsl TeM, UYTO ‘OpraHHM3M 4YeJloBeKa 3aTpaTHJI
MHOTO TBICSY JIET, YTOOBl 3alUTHUThL cebsi OT HamameHHust
(haKTOpOB BHELIHEH CpPefibl, B TOM YHCJIE OT Yy>KEPOAHOM
JIHK, neitaBLieiicsi TpoHHKHYTH B ero reHom” (Anderson,
1998). EcTecTBEeHHO, YTO MpPEONOJNEHHE ITHX GapbepoB
SIBJISIETCS OJHOM M3 BaXKHBIX MpobJieM Ha MyTH K ycleLl-
Hoit I'T MB.

B oneitax no reHorepanui MB 1IHPOKO HCIOMB3YIOTCS
KaK BHDYCHBIE, TaK H HEBHPYCHbl€ BEKTOPHI, a TaKXe
KOMOHHHPOBaHHBIE BEKTOPHL: afieHOBHpyc-NosHanaus, JTHK-
KOMIIJIEKChI, aZleHOBUPYCHI, KOMIIJIEKCH aZleHOBHPYCOB M
MOJHKAaTHOHOB, aJIeHOACCOLHHPOBAHHbIE BUPYCHI, PETpO-
BHPYCHI, JIMTIOCOMBI H JlaXKe “roJible” MJIa3MHU/IbL.

B HacTosiliee BpeMsi BUpPYCONOCPEOBAHHBIH NEPEHOC
cyHTaloT HauboJsiee 3((HEeKTHBHBIM CIMOCOOOM HOCTaBKH
JIHK B x1eTKH MaeKonUTaloluX in vivo. HanGosee yacto
HCIIOJIb3YIOT a€HOBUPYCH W alleHOaCCOLMHPOBAHHBIE BH-
PYyChl, OIHaKO, HECMOTPS Ha BBICOKHH yPOBEHb TpaHCheK-
IIMH 3MHUTEJNHAIBHBIX KJETOK,HCHOJIb30BaHHE MOAOGHBIX
KOHCTPYKLUHH HMEeT psJi OrpaHHYeHHH, a UMEHHO: 1030-
3aBHCHMBIH HMMYHHBIH OTBET M HENPOJOJ/KH TE/IbHAS 9KC-
NPECCHs BBEAEHHOTO B SMUTENHH bIXaTeJbHBIX Ty Tel reHa.
Kpowme Toro, cymiecTByeT puck peKOMOHHALHH CO LLITaMMOM
“ZIMKOro THNa”, 4TO MOXKET NMPUBECTH K BOCCTAHOBJIEHHIO
CMOCOOHOCTH K PEeMJIMKALMK BUPYCa, BBEIGHHOTO YEJIOBEKY.

Cwmeptb 18-metHero naumenta [.leavcunzepa mocie
BBEJIEHUSI afleHOBHPYCHOH KOHCTPYKLUHMH C LEJbIO Jieye-
HHSl HacJIeZICTBEHHOro MeTaboJu4yecKoro aedexra B OK-
Ts6pe 1999 r.8 CIIIA pesko cTHMyJHpOBajia HHTepecC K
6oJiee 6e30MacHbBIM HEBUPYCHBIM HOCHTEJISIM.

Hesupycusie cnoco6ut nocrasku JJHK B knetku mie-
KOMHUTAIONIHUX ABJSIOTCS aJlbTePHATHBOH BHPYCONOCPENO-

BaHHOMY nepeHocy. OTCYTCTBHE MMMYHHOrO OTBeTa Ha
HeBHpycHble Kommiekchl JIHK — HocuTens siBisieTcs
OfIHHM H3 MpPEHMYLIECTB HCMOJNb30BAHHS HEBHPYCHBIX
crioco6oB focraBku JIHK no cpaBHeHHIO ¢ BHPYCHBIMH.
K ocHOBHBIM HeJOCTAaTKaM 3TOro crocoba HOCTAaBKH Ha
JaHHBIH MOMEHT OcTaeTcs Hu3Kast 3(h(heKTHBHOCTD TpaHC-
(heKuHH in vivo, YTO CyLIECTBEHHO OrpaHHUHBAET MIPHUMe-
HeHHe HX B 3KCNEepHMeHTaX Mo reHHOH Tepanuu. s
pellieHHsl JaHHOH MpobJieMBl HCHOJb3YIOT MORHU(HIMPO-
BaHHbIE JIHIOCOMHBIE BEKTOpHI, OOJIaflalole MpH3HaKaMH
BHDYCHBIX YaCTHIl H COXPaHSIOIUHE B TO JKe BpEMS
TMOJIOXKHTEJIbHBIE CBOHCTBA JIMIIOCOM.

B Hame# cTpaHe sKcriepHMeHTHI 10 pa3paboTKe HayuHBIX
TOAIXON0B reHHOH Tepanui MB nposopsitcsiB JIaGopatopuu
npeHatanbHol nuarHoctiky HUMAT um.J1.0.Orra PAMH
B KOHTaKTe ¢ OTHe/OM reHeTHKH M KJIeTOYHOH GHOJIOTHH
Yuusepcutera dpasma Porrepaamckoro (Porrepnam, Ton-
JaHmust), ¢ Tpynmoi 1o reHHOM Tepanuyu MyKOBHCLHA03a
Brompton Hospital (London), a takxe ¢ Accounauuest
1no MykoBrcua03y Ppanuuu H JlabopaTopueit o reHHoH
Tepanuu MykoBHcuupaosa B Ctpac6ypre (Ppanuus).

B nocnenHee Bpemsi B KayecTBe HHTEPECHBIX H Nepc-
nexkTHBHBIX HocuTesnel JIHK ucnonb3yioT cHHTeTHYECKHE
noJIiMephl, 06pasyiolliie TpH ONpejeseHHbIX YCIOBHAX
YIaKOBKH MHKpocdephl, HasbiBaeMble TaK-XKe MOJHMEpO-
combl. JlaHHBIE KOMILIEKCH croco6Hbl (1) ynakoBmiBaTh
naasmuanyio JTHK mo6eix pasmepos, (2) 6uoperpaaupo-
Bath, (3) MpOHUKaTb B KJIETKH W snpa, (4) He BHIBIBATH
umMmyHHoro otseta (Discher u coagm., 1999).

D deKTHBHOCTb TAaHCHEKUHH Pas/IHUHBEIX HOCHTeJeH
HCCJIENYIOT C MCTIOJIb30BaHHEM TaK Ha3blBaeMbIX MapKepHBbIX,
HJIH PENOpPTEpPHBIX, reHOB (reHeTHYeCKHX KOHCTPYKLHH,
cofiepKalllMX SKCNPEeCCHPYIOIHECs MOCAEHN0BATENLHOCTH
TaKHX reHoB, Kak LacZ, Green wnu reHa jouedepassi).

B Haumx onelTax in vivo ¢ UCNOJBL30BaHHEM KOMILIEKCa
CHHTETHYECKOro nosuMepHoro Hocutenst VSST25 u muas-
munoii pHSADYy, meuennoii FITC (BHyTpuMBIIIeuHOE BBE-
JieHue), GBIIO YCTAHOBJEHO, YTO yXKe B TeYeHHe NepBhIX
cyrok xommiaekchl VSST25 — pHSADy pasHocsaTcst
KPOBbIO H TMONAajfaloT B pasjIMuyHble TKAHH H Oprasl
(cepaue, Jierkue W Ap.), MpuUueM 3HAUMTEJbHAs 4acTh
KOMIIJIEKCOB BKJIIOYAeTCsl B siipa KJIETOK H COXpaHsIeTcsi
TaM B TeyeHHe 2 mocJseayoumx mecsiues (Baranov u
coasm., 1999).

YUHTEIBasi BHICOKYIO MPOHHKAIOLLYIO CIIOCOGHOCTH MO-
JIMMEPHBIX CHHTETHUECKUX KommiekcoB VSST25 — JIHK,
HaMH HCCJIe[loOBaHa BO3MOXKHOCTb HCIIOJIb30BaHHS aHHO-
ro HOCHTeJI B KaueCTBe CPEeJICTBAa JOCTABKH FeHEeTHYeC-
KHX KOHCTPYKUHH B KJIETKH IbIXaTEJbHOTO SIHUTEJHS
JIETKMX MBIIIEH MocJie OHOKPAaTHOrO BHYTPHHA3aJbHOIO
BBefieHHs1. [IpoBesieHa oneHKa 3¢ heKTHBHOCTH 3KCIpec-
CHMH JIByX PasHbIX MJIa3MHJI, CONEPKAIIMX MapPKEPHBIH TeH
LacZ mon uurtomerasoBHpycHbIM npomotopom (pCMV-
LacZ — c uuronnasmatuyecko u pCMV-nlsLacZ — ¢
siIepHOM JIOKaJIM3alHel POAYKTOB IreHa), MocJje BHYTpPH-
Ha3aJIbHOrO BBEJIEHHS in UiVO B COCTaBe MOJHMEPHBIX
KOMILJIEKCOB. y

Kak coietyer U3 nosty4eHHbIX IaHHBIX, BO BCEX H3YUYEHHBIX |
TKaHsX (snuTesnit Hoca, Tpaxes, Jerkue) P-ralaKTo3u-
JlasHasi aKTHBHOCTb Yepe3 24 4 1ocJie BBEIEHHsT KOMILJIeKca
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VSST25 — pCMVLacZ ocraBaiack Ha ypoBHsI (oHa,
T.6. COOTBETCTBOBAaJla TAKOBOH y HMHTAKTHBIX MbIIIEH.
MakcuMasbHas aKkcrnpeccusi LacZ-reHa Bo BceX H3yYEHHBIX
TKaHSIX 3aperHCcTpUpOBaHa Ha 7-# U 14-# JieHb, IPH 3TOM
ypoBEHDb [-ralakTosuiasHoil akTHBHOCTH Ha 25—30%
MpeBbilIaeT KOHTPOJIBHBI YpOBeHb (BBe/IeHHe “rosioi” mas-
muasl pCMVLacZ). B nanbHefiteM, OfHaKO, SKCIPECCHs
NMPOrPECCHBHO CHHXKaeTcs, HO faxe Ha 60-i neHb ocra-
etcst jocToBepHo Bhilte (oHa (p<0,01). HauGousee BICO-
KHe ToKas3aTequ P-ranakTosujasHoil aktusHocTH (10 60
OOE) 3aperucTpHpOBaHbl B JIETKHX MOJAONBITHBIX MbILLIEH
Ha 14-i1 neHb mocyie BBEJEHHS.

B skcnepHMeHTaxX MO BBEJIEHHIO “rojio” MNJjasMHbl
JIMHAMHMKa 3KcrpeccHd LacZ-reHa HeCKOJIbKO Apyrasi. Yxke
yepe3 24 4 aKTHBHOCTb [-rajlaKTO3HAa3bl JOCTOBEPHO (B
cpenuem Ha 40%, p<0,05) noBkiIaeTcs BO BCeX H3yYeH-
HBIX TKaHfIX. B jpasbHeiuieM, ofIHaKo, OHa OLICTPO CHH-
XaeTcsi,IPUOIHKAsACh K YPOBHIO HHTAKTHOIO KOHTpOJIS
yXKe K 3-# Heflesie oc/ie BBEJCHHS.

Boubliofi HHTEpeC MpPEeACTaBJsSeT aHaJH3 He TOJbKO
KOJHUECTBEHHBIX XapaKTepPHCTHK sKcnpeccuu LacZ-rena,
HO M M3YUYEHHeE JIOKAJIH3alMH MPOyKTa MapKepHOro reHa
B PasHYHBIX OTAeJax Jjierkoro. C 3TOH LEJbI0 HAa KPHO-
CTaTHBIX Cpe3ax JIerKMX HaMH HCCJIe[loBaHa JIOKaJIH3alHH
B-rasakTo3naassl — npojykra reHa LacZ uepes 14 nHe#t
fnocJie BBEIeHHS. SIpKO-CHHSAS OKpacka CBHIETEJLCTBOBAIA
0 BBICOKOH KOHILEHTpalMH MapKepHoro Geska [-rajak-
TO3M/a3bl B IIUTOMJIA3Me SMHTEJHANbHEIX KIETOK OPOHXHOJ
W aJibBEOJI, YTO TMO3BOJISNIO TOBOPHTh O BLICOKOM YPOBHE
sKcrpeccuu reHa LacZ moclie BHYTPHHA3a/lbHOrO BBEJe-
Hust Kommiaekca VSST25 — pCMVLacZ. Hanuuue cre-
UH(UYECKOH CHHEH OKpacKH 3aperHCcTpHpPOBaHO W Ha
TOTaJIbHBIX TpenapaTax JerKHX MOAONBITHEIX MBILIEH MPH
TOM e cpoke skcrosuuuu (14 nHeit).

Ele Gosiee y6enHuTeNbHEIE Pe3yJIbTaThl THCTOXHMHUYEC-
KOTO aHaJik3a MOJy4YeHbl B SKCIIEPHMEHTAX C MJ1a3MUJI0H
pCMV-nlsLacZ, xapakTepHsylolleHcs crneludpruyecKon
BHYTpPHSIIEPHOM JloKanu3almed B-ranakrosuaassl. Ha 14-i
JleHb mocae BBefieHHsi Kommiekca VSST25 — pCMV-
nisLacZ sigpa anbBeONSIPHBIX KJAETOK OKpallMBaJHCh B
HHTEHCHBHO CHHHMH LBET, YTO MOKa3hiBaJO aKTHBHYIO
aKcnpeccuio reHa LacZ. I1pu aToM 1015 ajlbBeodl, SKCIpec-
CHPYIOWHX B-TaNaKTo3K/1a3y, B CPEAHEM COCTABHJIA OKOJIO 3 %6.

[TosnyyeHHBIE pe3ynbTaThl CBHAETENLCTBYIOT O TOM, UTO
MapKepHbli reH LacZ B cocTaBe pasjMYHBIX 3KCIPECCH-
PYIOLIMXCST KOHCTPYKLHMI, OCTABJIEHHbIH BHYTPHHA3AJILHO
¢ MOMOIIBIO MHKpochep B AbIXaTeJbHbIe MyTH JlabopaTop-
HBIX MBIILIEH, cmoco6eH K TpaHCHEKUHH SMUTEeJIHaNbHBIX
KJETOK HOoca, TpaxeH, OPOHXOB H MHaxke OPOHXHOJ H
anbBeos. IIpy 3TOM AMHAMHKa SKCTpeccHu reHa LacZ B
KOMILJIeKce ¢ MHKpocdepaMH oOHapyXXHBaeT XapakTep-
Hble OCOOEHHOCTH: OHa MEJUIEHHO HapacTaeT BO BCeX
M3yYeHHBIX TKaHSX, AOCTHraeT MakcuMyma K 7—14 nHio
M, 3aTeM MOCTEMEHHO CHHXaeTcs, OCTaeTcs, OJIHAKo,
BIOJIHE peasibHOM Ja)ke CIycTd 2 Mec Iocjie BBEICHHS.
Ilpu BBeseHuu “rooi” muasmuasl pCMV LacZ makcu-
MyMBl 3Kcrpeccuu reHa LacZ npuxomsrtcs yxe Ha l-e
CYTKH Tocjie BBEJEHHS, Tocje Yero ee WHTEHCHBHOCTD
6bicTpo mamaet. [10f0GHEIH “IIPOJIOHTHPOBAHHBIA" BapH-
aHT 3KCIPECCHH TeHHOH KOHCTPYKUHH, AOCTaBJIEHHOH

MHKpoc(hepamMHu, paHee HaAMH 3aperHCTPHPOBaH B ONbITaX
in vivo nocae BBefeHusi K JIHK rena mucrpoduna B
muinsl (Baranov u coasm., 1999) u, mno-BumuMomy,
onpejiensieTcst He0OXOAUMOCTBIO 10 KpaHHeH Mepe YacTHY-
HOTO BHYTPHSIIEPHOTO PacTBOPEHUS! MHKpocdep, npexe
yeM CcofepKalyecss B HHX KOHCTPYKLUHH CTaHOBSATCS
JIOCTYIHBIMH JUISI TPAHCKPHIILHH.

CrnennajibHble CEPHH OMNBITOB OBLIM MPOBEAEHHl MO
HCCJIEIOBAHHIO BO3MOXKHOCTH TpaHC(heKIHH SMOpHOHAJIb-
HBIX KJIETOK TMPH BHYTPHAMHHOTHYECKOM JHOO BHYTpH-
GpIOLIHHHOM BBeJIeHHH MapkepHoro LacZ- reHa B cocraBe
MHKpocdep Mbilam Ha 17—18-fi neHb GepeMeHHOCTH.
YuyeT pesyJbTaTOB NMPOBOAMJICS Ha IJIOAAX H HOBOPOXK-
JIEHHBIX. AKTHBHAsl 9KCIIPECCHS] MapKEpHOTro reHa 3ape-
THCTPHPOBaHA B JIETKHX, KHIIEYHHKE H JIPyTHX opraHax
nocjie BHYTPHAMHHOTHYecKoro BBeseHud. Hanuune B
mionubix TKaHsix JHK rema CFTR, omnpenensiemoe ¢
MOMOLIBIO MOJHMEPA3HOH LEMHON peaklHH, NPH BHYTPH-
OpIOLIMHHOM BBEJIeHUH YKa3blBaeT Ha CIIOCOOHOCTb MHK-
pocdep, ComepKaluX reHeTHYeCKHe KOHCTPYKIHMH, IPo-
HUKaTh yepes IJIalleHTapHbIH 6apbep U JOCTHraTh TKaHH
MIoAa. DTOT NPHUHLHKITHAILHO HOBBIH (haKT 3acay’KHBaeT
CEpbe3HOro BHUMaHHUS.

Hes3upasi Ha o6HafieXXHBaIOLIHe Pe3yJbTaThl, MOMyUYeH-
HbIE B pe3yJbTare HCIOoIb30BaHUS MOJMMEPHBIX MUKpocdep,
J@HHBIE HOCHUTEJb OKasajcs HeJWIUEeHHBIM HEeKOTOPBIX
HemocTaTKoB. IIpH l0cTaBKe reHeTHYeCKHX KOHCTPYKIUH
C MCIOJIb30BAaHHEM NOJIMMEPHBIX MHKpocep, HabJoganach
BbipaXKeHHasi BapHabesIbHOCTb TPaHC(HEKLHH, YTO OTYACTH,
MO-BHAMMOMY, OBIJIO CBSI3aHO CO 3HAYMTEJbHOH Jerpaja-
uuedt niasmunHod THK B mponecce ynakoBKH reHOB B
TIOJIMMEPHBIN HOCHTEJNb. BO3MOXKHO, HMEHHO NOBpeXJe-
nuem JIHK B muxpochepax MOXKHO OOBACHHTL SIBHOE
HECOOTBETCTBHE MEX/Y BEICOKOH 3()(heKTHBHOCTBIO SI/Iep-
HOHM JIOCTaBKH FeHeTHYECKHX KOHCTPYKUHH C MOMOLIBIO
MHKpPOC(Ep ¥ CPaBHHTEJBHO HEBHICOKHM YPOBHEM 3KCII-
peccuu. Mamune naotHas ynakoeka JIHK-koHcTpyKumi
B MHKpoc(epsl TaKkXKe MOTJa OKasblBaTb HeraTHBHOE
BJIHSIHHE Ha 3()(PeKTHBHOCTb TPAHCKPHILKH BBEAEHHBIX
reHoB. B 2000 r. 6bl1d CHHTE3HPOBAaHbI HECKOJBKO HOBBIX
MOIH(HUKAUKH MOJHMEPHOTO HOCHTEJIs], HCII0/Ib30BaBLIerocs
Asisi cOOpKH moauMepHbIX MHKpochep. Kak nmokaswiBaioT
Halll¥ [IpeJIBapHTeJIbHbIE Pe3yJIbTaThl, 3HaUHTeNbHAs YacTh
TaKMX MUKpOChep, HECMOTPSI HA H3MEHEHHST XHMHYECKOH
CTPYKTYphl TNOJIMMepa, NMpojoJiKana obecrneuynBaTb 3(¢-
(heKTHBHYIO SIEpPHYIO NOCTaBKY reHoB. McnbiTanus JaHHBIX
HOCHTeJIEH B dKCIEepPUMEHTax in vilro u in vivo NpojoJ-
XKaloTes.

B HacTosiee Bpems, nomumo nosaumepa VSST25 u ero
NPOM3BOAHBIX, MBI IPOBOIMM HCCJIENOBAHHSI HOBBIX KJ1aCCOB
HEBHPYCHBIX HOCHTEJIEH, TaKUX KaK ‘“‘3BesjioobpasHbie” 1mo-
JINMEpPHO-0JIKOBbIe KOHBIOTATH, COlepXKallle (parMeHThbl
KapOOLENHBIX U reTEpOLENHbIX MOJHMEpPOB, obecneynBa-
foux ynakoeky JIHK 3a cyet mosuMMepHOro nojiMKaTHOH-
HOro (parMeHTa M ee LieJIeBOH TPAHCIIOPT 3a cyeT 6eJIKOBOro
KOMIIOHEHTa. YK€ HCNbITaHHl “3Be3/1000pasHble” KapOo-
LIEeTHEIE TOJHMEpPHBIe KOHBIOraThl Ha OCHOBE TpaHcdeppHHa
(TF-NBU), B KOTOpPHIX KapGOLENHOH MOJHKATHOHHBIMH
6JI0K OIHOTOUEYHO CBSI3aH C MOAH(HLHPYEMBbIM GEJIKOM.
[TpexnonoxuTensHO KapOoLUEenHOH MOJHKAaTHOHHBIN ¢par-

—109—



MEHT KOHbIOraTa OTBeYaeT 3a KOMIJIeKCooGpasoBaHHe ¢
JHK, a GeJKOBBEIH KOMIIOHEHT KOHBIOraTa obecrneyuBaeT
HarpaBJIeHHBIH TPAHCIOPT KOMILJIEKCA K COOTBETCTBYIO-
IIMM KJIeTKaM H ero MpoXOXKIeHHe 4Yepe3 KJETOUHYIO
MemOpaHy. B Hacrosiiee BpeMsl NMPOBOASTCS ONBITH MO
TpaHC(EKUHH in VIvo U yKe 0TOOpaHbl HEKOTOpHIE Mep-
CTMIEeKTHBHbIE HOCHTEJIH.

CymmHpyst BbILIECKa3aHHOE, MOXXHO OTMETHTh, YTO
nepBoHavasbHasl Hajiexaa Ha adeKkTHBHOE eyeHne MB
C MOMOLUbIO TeHHOH TepamHH MOKa He OmNpaBJaJach.
OnHako B HacTosillee BpeMs YXKe XOPOLIO H3BECTHH BCe
TPYAHOCTH Ha 3TOM ITyTH, HAMEeYEeHBl peasibHbie MOAXOMIbI
K MX YCTPAHEHHIO, H3BJIEUEHO MHOIO MNOJIE3HBIX YPOKOB.
Bce 3To BHyIIaeT yBepeHHOCTh YUEHBIM H CllelHaJIHCTaM
B obsacti MB B peasbHOCTb F€HHOH TepamuH 3TOro
TshKeJoro 3abosieBanus. [TpousoiaeT i 3To B GuHKariiem
OyAyIleM HJIH HEeCKOJIbKO MOo3e OLEeHHTh TpyaHo. OpHako
THraHTCKHEe MaTepHaJslbHble Pecypchl H OrpOMHBIE YM-
CTBEHHBI@ YCHJIHSI, OpOLIEHHbIE Ha PelIeHHe JaHHOH Mpo-
6J1eMbl, BCENSIOT ONTHMH3M.
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OU3UOTEPAITIUA (IEYEBHAS ®U3KVYJIIBTYPA U KUHE3UTEPAIIUA) YV
BOJIBHBIX MYKOBHUCIII0O30M

Jletckuit rocnurans “Great Ormond Street”, Jlonmaon

Pusnorepanus (3anafHbli TEPMHH, KOTOPHIA B poc-
CHICKOH MeJMIIMHE COOTBETCTBYeT OGBENHHEHHIO ABYX
MOHSITHH — JeyeGHAst (PU3KYJbTYpa ¥ KMHE3HTEeparus)
ABJISIETCS HEOTHEMJIEMOH COCTABJISIOLIEH KOMIJIeKca Jie-
4yeOHBIX MEepPONPHSATHH, MOKAa3aHHBIX NMaLMEHTaM C MYKO-
Brcumaosom (MB). 3a nociientue roas 6b10 paspaboTaHo
MHOXXECTBO Pa3JIMYHBIX METOAHK (H3HOTEpanHH, KOTo-
pble HIHPOKO NMPUMEHSIOTCS B MHPOBOH IpaKTHKe:

— MeTonHKH aKTHBHOTO LHKJa abixaHus (Active cycle
of breathing techniques — ACBT);

— Ayrorennsiit apenax (Autogenic drainage — AD);

— KonBeHuHoHanbHas pH3HOTEpanHusi B 06J1aCTH IPYAHOM
knetku (Conventional chest physiotherapy — CCPT);

— DusnyeckHe ynpaxxHeHHS;

— BeicokouacToTHas ocLmIsILKS rpyaHO# KiaeTku (High
[requency chest wall oscillation — HFCWO);

— BuyTpunerounas nepkyccHoHHasi BeHTHasiuus (/n-
trapulmonary percussive ventilation — IPV);

— YCTpoHCTBa J/ISl OCHMJUISITOPHOTO MOBLILIEHHS JaB-
JIEHHSI Ha BHIJOXE:
¢dnatrep (Flutter)
kopHet (Cornet)

— IlonoxurensHoe naBieHue Ha Bejoxe (Positive ex-
piratory pressure — PEP);

— PEP c Bricokum aasinenuem (High pressure PEP —
HPEP).

KonBeHUMOHATbHAS KMHE3UTEpaTIHst
B 00J1aCTH TPYIHOM KIIETKU

CCPT — naccuBHasi (B CpaBHEHHH C MOCTYpasbHBIM
npeHaxem — PD) manyasbHast MeTonuka (mepkyccus/
BHODALHs), KOTOpast MOXKET BKJIIOYATh PSJL IBIXaTeNbHBIX
ynpaxHeHu#. PD npeaycmaTpuBaeT onpejeseHHoe 110J10-
JKEHHe TeJla MallMeHTa, MPH KOTOPOM CHJIa IpaBHTalMH
Croco6CTBYeT IPEHAXKy CEKpeTa H3 ONpefiesIeHHbIX obJia-
creit nerkux. CoobuiaeTcst, 4to npumMeHerre PD B KayecTse
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nornosnHeHeHust K FET He conpoBoXkaaeTcs: 6oJiee BHICOKHM
s¢dpextom B cpaBHenuu ¢ PEP u FET B otnensHocTH [1].
B uccaenosanuu Lannefors u coagm. [2] 6v110 ycranos-
JIEHO, YTO HCMoJb3oBaHHe PD st OYHMILEHHSI CpefHer
JIOJTH TIPABOTO JIEFKOrO COMPOBOXKAAETCSI TAKXKE OYHIIEHHEM
COOTBETCTBYIOIIEH YacTH JIeBOTO Jierkoro. ABTOp BhICKa-
3bIBaeT TPEANoJIoKEeHHe, YTO KPoMe TPaBHTALMH CyLle-
CTBYIOT M JpyrHe (akTophl, BIHSIOIIHE HA OTXOXKIAEHHE
cJIM3H BO Bpemsi PD.

[Tepkyccust u BUOparust

[Tepkyccusi M BHOpanMsl OTHOCATCA K MaHyaJsbHBIM
METOAHKaM, KOTOPbIE BHIITOJHSIOTCS MaLHEHTOM CaMOCTO-
ITEJIbHO WJIH C TOMOLIbIO ApYroro Jiuua. MeTtoguku Ha-
NpaBJieHbl Ha Pa3XKHXKeHHe CJIH3H W YCHJIEHHE MYKOLH-
JMapHoro KiaupeHca. IlepkyccHsi BK/IIOYaeT PUTMHYHEBIE
yAaphl JIaJIOHbIO, CJIOXXEHHOH “yallleykoH”, Mo rpyaHoH
KJIeTKe B IMPOEKLHH COOTBETCTBYIOIIEr0 cerMeHTa / 10au
Jerkoro. Bo Bpemsi mepKycCHH YAaphl JaJIOHbIO JOJKHEI
CONPOBOXKAAThCS 3BYKOM XJIOMKA, KOTOPHIH MOSIBJISIETCS
NpH BO3HHUKHOBEHHH HEOOXOAWMOH MJIsi jle4eGHOro BO3-
JEHCTBHS “BO3AYIIHOW IOAYIUKH' MEeXAY JalOHb0 H
rpyaHOH KieTKoH. ITalneHTsl ¢ KpatiHe TsKesabIMU hopMaMy
3aboJieBaHHsl, a Takxe OoJibHble, CKJIOHHBIE K OpOHXO-
Crasmy, Jiydlle MepeHoCAT MepKyCCHIO ¢ HU3KOH YacTOTOH
YAapoB; OHa He JA0JDKHA CONPOBOXKAATLCSI YYBCTBOM GOJH
UK auckompopTa. Bubpauus npepycMaTpiBaeT npephi-
BHCTOE CJIaBJIEHHE TPYAHOH KJIETKH BO BPeMsi BBHIOXA B
TOM JK€ HalpaBJIeHHH, B KOTOPOM JBHraioTcsi pebpa H
MArKHe TKaHH TPYAHOH KJEeTKH Ha BbloXe. BubGpauus
MOXKeT CIIOCOOCTBOBATb BBLIIENEHHIO CEKpeTa, KaK H3
nepudepuyecKuX, TaKk U LeHTPAJbHBIX 00/1acTel JIErKUX.
Cuila naBlleHHs! Ha TPYAHYIO KJIETKy BapbHpyeT B 3aBH-
CHMOCTH OT MacCHl TeJla H COCTOSIHHA MalHeHTa, a TaKkxKe
MHIMBHYaJIbHOTO -ONBITA (hU3HOTEpAlEeBTa.

MeToanKa aKTUBHOTO LIMKJIA IBIXaHHSI

ACBT wnanpaBJ/ieHa Ha IHKJ ABIXaHHSI H OOBIYHO HCIIOJb-
3yeTcsi B COYETaHHH C METOAMWKAMH, HCHOJb3YIOUHMH
cuay rpaBurauud. ACBT npepycmaTpuBaeT THOKHI pe-
AKHM, BKJIIOYAIOUIHH 3 KOMIOHEHTa:

— pacciaabieHue ¥ KOHTPOJIb HaJl AbIXaHUEM: 1pO-
(unakTHKka 6poHXocna3ma;

— yhnpa)XHeHHe ¢ pacuiupeHueM (pacTsikeHueM)
IPYIXHOM KJIEeTKH: (DOPCHPOBAHHBIN BIOX U paccJiabiie-
HHe Ha BBIJIOXe — YCHJIMBAeT MOTOK BO3/lyXa B KOJIa-
TepaJibHOH Bosayxonposozsiuiei cucteme (nopsl Kowna,
KaHasbl Jlambepma);

— TeXHHMKa ()OPMHPOBAHHOTO BbIOXA: BKJIOYAET OT
1 o 3 hopcHpoBaHHBIX BHIIOXOB, HIH “XadHHTOB”,
Bo Bpemsi (hOpCHpPOBaHHOrO BHIOXa KOMIPECCHS H
KOJIJIAIC BO3HHKAIOT TOJBKO B HHCXOASILIEM Hampas-
JieHuu (OT 06JIaCTH pPTa K JIETKHM) OT TOYEK C PaBHEIM
naBneHuenm. ITo Mepe yMeHbIIeHHS oObeMa JIETKMX
TOYKH PaBHOTO JaBJIeHHsl CMELIAIOTCS M0 HaNpaBJIEHHIO
K aJIbBE0JIaM, B pe3yJibTaTe Yero ABHXYIMHCS BO3AYX
NPOABHraeT GPOHXHAJIBHBIH CEKpEeT.

ITo naHHBIM HEKOTOPBIX HCCJIEOBATEIEH, TEPAIEBTHUECKHH
3¢ eKT STOI METONUKH BKIIOYAET yJIyUllleHHe CEeKPETOPHOro
kanpeHca [3] u yayumenue pyukuuu serkux [5)]. Pesyss-
TaTH CPAaBHHUTEJBHBIX MCCJIEJIOBAHHH MOATBEPXKAAIOT Mpe-
umyutectsa ACBT nwan CCPT [4], ¢paarrepom [6,7] u PEP
[8]. CpaBnenne AD u ACBT He BHSIBUIO pasiHuHMii
MEXJY STHMH TEXHHKAaMH, XOTSl y HEKOTOPHIX MallHeHTOB
u3 rpynnsl ACBT ormeuanach aecatypauus [9].

AYTOTEHHBIN ApeHax

Meronuka AD HanpaB/ieHa Ha CO3/laHHe MaKCHMAJIbHO
BO3MOJKHOTO TMOTOKA BO3JyXa B Pas3jHYHBIX 06JacTAX
GPOHXHAJILHOTO JIepeBa B pe3yJibTaTe KOHTPOJISE Hajl Mpo-
neccom AbixaHusi. MeToaMKa npeaycmaTpuBaeT 3-(hasHbii
PEXHM JIBIXaHHS:

— hasa 1: oTaeneHHe CIH3H — CTHMYJISILHS JABHIKEHHS
causk (6pOHXHAJIBHOTO CeKpeTa) B MepH(epHyecKHX
006/1acTSIX JIETKHX BO BPeMsl ILIXaHHS NIPH CHHXXEHHOM
ob6beMe JIETKHX;

— (basa 2: c6op CIH3H — CPENHHH “NPHIHBO-OTIUBHON "
06beM MeHsIeTCs OT BBIILIXaeMOro pe3epBHOT0 06'beMa
(expiratory reserve volume — ERV) K BipixaeMomy
pesepBHOMYy o6beMy (inspiratory reserve volume —

’

— (asa 3: 3BaKkyaUus CJIH3H — YBEJIUYEHHE HHTEHCHB-
HOCTH BO3JIyLIHOrO MOTOKA HayHHaeTcsi ¢ GoJiee BhI-
cokoro ypoBHsi /RV. MokpoTa oTXapKuBaeTcsi HeGOJb-
IIMMH KalJIEBBIMH TOJYKaMH, WK “XadduHrom”.

ITo naHHBIM CpaBHUTENBHBIX HcchenoBaHui AD He
yctynaeT no 3¢($eKTHBHOCTH KOHBEHUHOHAJbHON (PHU3H-~
orepanuu [10], daarrepy (App, 1998) u ACBT [9].
Taxxxe coobumaercst o npeumymectsax AD 1o nokasare-
JSIM KHCJIopofiHOH caTypaunu [11] W runeppeakTHBHBIX
BO3/yXO NpOoBOASWKX nyTei [13].

[TonoxwurenbHOE HaBIEHNE Ha BBIIOXE

PEP BxmovyaeT JMUEBYIO MacKy M ONHOCTOPOHHHI
KJianaH ¢ 3KCIHPATOPHBIM pe3ncTopoM. ConpoTHB/IEHHE
H3MepsieTCs ¢ MOMOILbIO MAHOMETPA, UTO MO3BOJISIET KaX-
JoMy nauueHTy noanepxusath PEP Ha yposre ot 10 g0
20 MM BOA. CT. BO BpeMsl “NpPHJIMBO-OTJIMBHOro” ob6bema
npixanusi. JledeGHas npoueaypa npoBOAUTCS B TOJNOXKEHHH
CHAS HJIH JiexKa Ha 60Ky. BIoX H BBIIOX OCYIIECTBIASIOTCS
yepes MacKy B TeueHHe LMKAa H3 10 abIxaTesbHBIX
JABHXEHHH. 3aTeM MalHeHT ocyllecTBAseT “Xadpuur”
A OTXapKHBaHHs MOKpOThHl. Ipouenypa npopo/mkaercs
15—20 MHH HJIM 10 TeX Mop, MOKa He OTOHAeT MOKpOTa.
CunTaercsi, 4TO HCKYCCTBEHHOE CONMPOTHBJIEHHE Ha BBIIOXE
OrpaHHYHBAET CMaJleHHe YCTYMYHBLIX MECT BO3AYXOMPOBO-
AAIHX MyTeH H CrocoO6CTBYET KOJNIaTepabHOH BEH THIISILIHH.

CooSuaercst, uro PEP yayuiiaet KaupeHe MOKpoTh! [24],
noBhiaeT o6beM Jerkux [25], cHuxkaeT ocTaTouHBIH
o6beM Bospyxa (Groth, 1985) m yayumaer ¢yHKuHO
nerkux [26].

Drnarrep

duaarTep — HeGOJbIIOE YCTPOHCTBO B BUIE KYPHTEJIb-
HOH TpPYOKH, CO3Jaiollee KOHTPOJHPYEMOE MO3HTHBHOE
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OCLHJIJIITOPHOE JlaBJIeHHe ¢ H3MeHsAeMOoH YacToToH. Bu6-
pauHOHHEIH 3P (EKT yayyliaeT KaupeHe cjausu. Bo Bpems
BHIIOXA LIApHK, HaXo#slu#cs B TpyOKe, cMmellaeTcs, a
3aTeM BO3BpalllaeTcsi B HCXOAHOE noJyiokeHHe. MameHeHus
B JlaBJIEHHH NPUBOAAT K ocluisiuiu PEP | BO3yLIHOrO
noroka. PEP nepenaer BUOpaluio cTeHKaM 6POHXOB, YTO
[IOMOTaeT OTHAEJNEHHIO CJIM3H, CHHXKEHHIO KoJlIanca BO3-
JYXOIMPOBOASAILIMX NMyTeH H YCKOPEHHIO IOTOKAa BO3AyXa.
YacToTy OCUMJNISLMI MOXKHO PeryJupoBaTh H3MEHEHHEM
yrJia HaKJIOHa YCTPOHCTBA M0 OTHOMIEHHIO K TOPH30HTaJIb-
HOMY MoJioKeHHI0. PiaTrep MOXKHO HCMONb30BaTh B
MOJIOXKEHUH CHAS MJH B JIOGOM JADYTrOM IOJIOXKEHHH,
npeaycmotrpeHHom PD. Coobuaercs, 4To (aartrep ymayy-
1aeT KJIHpPeHC MOKPOTH M (pyHKuuio Jerkux ([17], New-
house, 1998). B cpaBHUTEJIBHBIX HCCJIEIOBAHUSIX TTOJTYYEHBI
HeolHo3HauHble pe3yJbTaThl. [To JaHHEIM OIHHUX aBTOPOB,
tdJaTTep He ycTynaeT 1o 3(p¢$eKTHBHOCTH APYTHM METO-
nukam (Homnick, 1995, [19]), Torna kak apyrue uccie-
JIOBaTeJIH OTMEYAIoT, 4To (iatrep MeHee 3(h(HeKTHBEH, YeM
ocTalbHble TeXHHKH ¢usnorepanuu (Pryor, 1994, [26]).

Kopuer

KopHeT — OTHOCHTEJIbHO HOBOE€ YCTPOMCTBO, CO3/IaH-
HOe 10 TeM e NpuHuMnaMm, 4yto u ¢aartep. KopHer
COCTOMT M3 MYHAUITYKa, pyKaBa, H30THYTOH TPYOKH H
3ByKoBoro aemmndepa. Bo Bpemsi BblZoXa uepe3 KOpPHeET
JlaBJIeHHe B pyKaBe MOBBIIAETCS A0 TeX INop, MoKa He
OTKpPOETCS KJlallaH, BHITYCKAIOIMI BO3YX H3 yCTPOMCTBA.
DTOT UMKJ NMPOJOJKAETCS B TeUeHHe BceH (ha3bl BHINOXA,
yTo cosgaeT ocuuysiuuio PEP. JlaBneHHe ¥ MHTEHCHB-
HOCTb MOTOKa BO3/lyXa MOXXHO peryJupoBaTh MOBOPOTOM
MYHOIITYKa B TpPyOKe.

B smTepaType cooblLiaeTcs, YTO KOPHET CHHXKaeT KJeH-
kocTh MoKpoThl [22]. KopHer mpeBocxogut duiatrep mo
yAOGCTBY NMpUMEHEeHHs1 — He TpebyeT 0co60ro mnoJjoxe-
HUS TeJa, a TaKXKe Mo (GU3UYECKHM XapaKTepHCTHKAM —
cospaer 6oJiee yCTOMYMBOE NaBJieHHEe W HHTEHCHBHOCTb
BO3JIYLIIHOTO NOTOKa BO BpeMsi Bhigoxa [23]. [Tpexzae uem
KOpPHET BOMJET B YHMCJO CTaHJAPTHHIX TepaneBTHYeCKHX
METOAHMK, HeOOXOHMO IIPOBECTH AOMOJHHUTEbHBIE HCClle-
J0BaHH$ ero 3¢ (eKTHBHOCTH.

Dusnyeckue yrpak HeHUsI

®dusyyeckre Harpy3KH HIpaioT BaXKHYIO POJIb B XKH3HH
yenoBeka. PasHble (H3HYeCKHe Harpy3KH, TakHe Kak
¢usHyeckue ynpaxHeHusi (HanpaB/ieHHbIE HAa YKpeIeHHe
KaK CepleYHO-COCYIUCTOM, TaK H MBILIEYHOH CHCTEMBl —
[30]), urpsl 1 3aHsTHS COPTOM COCOGCTBYIOT (hHU3HYeC-
KOMY, COLHMaJbHOMY H JyXOBHOMY G6JIarornoJly4HIo yeJio-
Beka. [IpoBefieHHBIE HCCHEIOBAHHS NOKA HE MO3BOJSIOT
BBIIEJIUTE ONTHMAaJbHbIE U1 MOOM/IH3aLMK CeKpeTa (-
3uyecKHe Harpy3ku. TeM He MeHee BLIGOD (PH3HYECKHX
yIpaXKHEHUI JIOMDKEH YYHTHIBATh TSAXKECTh 3a00JIeBaHHUS
JIETKHX, YCJIOBHS OKpYXKalolled cpelibl H MOTHBALMIO
nauuenTa [29).

B paHHHMX HCCHIEIOBAaHHUSIX NMPEANONAraaoch, YTo hU3HU-
YyecKHe yrnpaXKHEeHHS] MOT'YT MOJIHOCTBIO 3aMEHHTh JpyTHe
METOAMKH (DH3HOTEepamnuH, HamnpaBJieHHble Ha OYMILEHHE
Bosayxonposoasiux nyrei (Zach, 1982; Andreasson,

1987). JlauHble COBpeMeHHBIX paboT CBHAETENbCTBYIOT,
4TO, HECMOTPSI Ha HECOMHEHHYIO IO0Jb3y, (hH3HYECKHE
ynpaXKHeHHs] MOTYT HasHauyaTbCsl TOJBKO B JIOTIOJHEHHH
K ApyruM MeTtonukam [14,15].

OnpepesieHHe TONIEPAHTHOCTH K Harpy3Kam Bax<HO ISl
OLIEHKH BJIHSTHHS G0JIe3HH Ha MOBCEIHEBHYIO aKTHBHOCTh
nauueHTa, Beibopa Haubosiee 6e3onacHbIX U 3(hHeKTHBHBIX
(hU3HYECKHX YMpa)KHEeHHH H a(P(HEKTHBHOCTH JIEUEHHS.
Bri6op TecTOBHIX (PM3HYECKHX Harpysok OIpejessieTcs
HEOOXOMMOCTBIO MOJTYYeHHs] YKa3aHHOH Bblillle HH(OPMAaLHH
¥ HECOMHEHHO 3aBHCHT OT TE€XHHYECKHX BO3MOXHOCTEH
yUpeXIeHHSI.

[TpocTefiliie TeCThl Ha TOJEPAHTHOCTb K BO3pacTalo-
MM Harpy3kam BKJIIOYAIOT BEJO3ProMeTp ¢ H3MeHseMOH
Harpyskoif M moauduuupoBaHHBIH “marta’-rect [31].
OnpenenieHre TONEPAHTHOCTH K CTaGHJIBHBIM Harpyakam
BKJIIOYAeT 3-MUHYTHBIH 1IarOBBIH TECT C UCIOJb30BAHHEM
crynedbkd [32] u 6—12-MuHYTHBIH TecT Ha XoAbOy
(Butland, 1982, [33]).

DusuoTepanus
U racTpoasodareabHbIN pedIrioke

[TepBoe coobienune 0 GOR npu MB 6b1J10 01y6JHKOBaHO
Feigelson u Sauvegrain B 70-x ronax XX Bexa. B HekoTo-
PHIX KJIMHHKax yacToTa GOR nocrturaer nopsiaka 40%.

[Ipu ¢usHoTepanuu B 06JACTH I'PYAHOH KJIETKH INDH
MB moxeT (popMHPOBATHCS MOPOYHBIH KPYT, OObEAHHS-
IOLIHIT porpeccupyionee 3aboseBanue jerkux ¥ GOR u
BBIPAXKAIOIHMHCS B BO3HHKHOBEHHH NMOBTOPHHIX 060CTpe-
Hui GOR Bo BpeMmsi ceaHcoB (usvoTepanuu. Eciu dusHo-
Tepanus nposouupyeT anusonsl GOR, NMOATBEPXKAEHHbIE
OObEKTHBHBIMH JJAHHBIMH HJIH OTpaalolHecst B HacThX
COOOLIEHHSAX NTalMeHTa O AUCKOMpOpTe, HE06X0AHMa KOp-
peKUHs peXXuma (H3HOTEepaNlHH, B MEepBYI0 OYepelb B
o6J1acTH IPYAHOH KJIeTKH. B aTHX cilyyasix mpoTHBOIOKa-
3aH MOCTYpaNbHEIH fipeHax, XoTss GOR MoxeT hopMHPO-
BaThCsl B JIIOOOM MOJIOXKEHHH, 0COGEHHO BO BpeMs KalllJIsl.

Pex<uM npHema MUILK W (H3HOTEpANHH: NPOMEXYTOK
BpeMEeHH MeXXJy NMpHeMOM IHIIM M NpoBefieHHeM (H3HO-
TepanuH J0/KeH ObiTh He MeHee 2 4. JIst HOBOPOXKIEHHBIX
U JleTeli TPYAHOro Bo3pacTa, TpeOyIoluX Gosiee YacToro
NUTaHHS, 3TOT MEpHOA CcoKpauiaetcst fo 45 mun (ecaw
BO3MOXKHO) TOCJIe NpHeMa MHLH.

Dusuorepanust
y NMaLlMEHTOB ¢ KPOBOXapKaHbEM

ITpu KpoBOXapkaHbe (U3HOTEPANHIO I'PYIHOH KJIETKH
clielyeT MpoLoJIKAaTh, TaK KaK OHA CIIOCOOCTBYET YAAIEHHIO
CTyCTKOB KPOBH M3 BO3JYXONpPOBOAALMX NMyTeit. OnHaKko
B NEpHOAbl OOUJIBHOTO JIETOYHOrO KPOBOTEUEHHS MOKa3aHa
BpeMeHHas oTMeHa ¢u3noTepanuu. Heobxoxumo cobiro-
JaTh psifl TPeNOCTOPOXKHOCTEH W NMPOTHBOMOKA3aHHH, Ka-
carouxes PD, nepKyccHH ¥ BUOpaLMH TPYAHON KJIETKH,
PEP, ¢pnatrepa U (pU3HUECKHX YNpaXKHEHHH.

B cBsi3u ¢ BO3MOXHBIMH MyTaIOLUMH [TOCJIEACTBHSIMH
NalHeHTH HYXXNAITCA B JONOJHHUTENbHOH MOMIEepPXKKe H
pasbsicHeHHsX. Bosiee afleKBaTHBI JIbIXaTeJbHEIE TEXHHKH
ACBT u AD. Opnako “xacd¢uHr” nomxeH ObITH O4YEHb
MSITKMM, a Pe3KHX KalllJieBhIX TOJNYKOB cllefilyeT u3beraThb
BoBce. Takxe cienyer usberaTb NpUMeHEHHsT HEKOTOPBIX
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MHTAJISITOPHBIX TIpEnapaToB, KOTOpble MOTYT YXyALIATh
cocrosinue mauuedta (Hanpumep: J{HKasa, runepToHu-
yeCKHil pacTBOp, THOJbI).

Dusnorepanus
y MallUeHTOB C ITHEBMOTOPAKCOM

HayuHblX ny6JuKauuy no 3ToH mnpobieme Majo, Io-
3TOMY MOXXHO MPEJIONKHUTD JIHIIb OBIIHe peKOMeHIAHH.

[IpH JIATEHTHOM HJIH YMEPEHHO BbIPa’KE€HHOM NHEBMO-
TOpaKCce COXpaHseTcsl HeOOXOAMMOCTD Y/JaJleHHsl CeKperTa,
npotuBonokaszauuit i ACBT uin AD mer. Cruenyer
usberaTh IJHTENbHBIX WJH Ype3MepHO (POPCHPOBAHHBIX
IBIXaTeJbHBIX JBHXEHHH, a TaKXKe 00eCne4yHTh NOMOJHH-
TeJIbHOE TOCTYIJIEHHE YBJIaXKHEHHOTO KHCJIOPOJa.

[Ipy 3HAYHTEJBHOM HJIH PELHAMBHPYIOILEM ITHEBMOTO-
paKce NMPOTHBOMOKAa3aHbl BCE METOAHKH OUMILEHHS BO3-
LYXOTpPOBOASAILMX MyTeH N0 YCTaHOBJIEHHS MeXpeGepHOro
npeHaxa. [IpoBenenne hpHsHOTEpaNHH B MOC/IEAYIOLIEM Y
TaKHX MMALMEHTOB BbI3bIBAeT GOJIH B 06/1aCTH MeXKpeGepHBIX
JpeHaXKHBIX TPYOOK, MO3TOMY HEMOCPEACTBEHHO Mepes
NMpoLEAYpPaMH JI0JXKHA MPOBOIMTBLCS aleKBaTHAS aHAJIbre3Hs.
C 0co60¥ OCTOPOXKHOCTBIO NPH HaJHYHH COOTBETCTBYIO-
LIMX MTOKa3aHWH MOXHO Hcnoab3oBaTh PEP, haattep Hiu
KOpHET.

[Ipy mNpOBefeHHH XHUPYPTHUECKHX BMEIIATEJbCTB B
M0CJ/IEONEPALMOHHOM ME€PHO/Ie METOJAMKH OYHILEHHS BO3-
JyXONMpPOBOASIIIMX MyTeH MOJXKHBI BO3OGHOBJSATBCS Kak
MOXHO ckopee (c ajileKBaTHO¥M aHajbresuelt) u croco6-
CTBOBAaTb paHHEH MOOGHJ/IM3AlMH MalHeHTa.

CobioieHue pexxuma Teparuu
(KOMIUTa€HTHOCTD)

Pas/iMuHble MCCJIEOBAHUST CBUAETENbCTBYIOT, YTO GOJIb-
[IMHCTBO MAllMEHTOB HE CJEAYIOT PEKOMEHJAAlHsM exe-
JIHEBHOTO NPUMEHEHHsI MeTOAMK (pusnorepanuu. [Ipuunnamu
HapylLIeHHs] peXXHMa Tepalui MOryT ObITb KOHGDJIHKTHbIE
OTHOLUEHHSI B CEMbE, SMOLHOHAJbHBIH MpPOTECT, HEBO3-
MOXHOCTb ObICTPOro OCJIa6JeHHsI CHMIITOMOB.

Xopotuuit a¢pekT HabMoNaeTcs B IPyNnax MOANePKKH.
WHnuBHAyalibHble 3aHATHS TaKXKe IO3BOJISIIOT OIpene-
JUTb TpobseMy M HaWTH ee peuteHHe. OGpasoBaHue
NalHeHTOB H OGbSICHEHHE METONMK (hH3HOTEepanuH J0J-
XHO NPOAO/KAThCS HenpepbiBHO. PH3HOTEpaneBT Beeraa
JIOJI)KEH NMOMHHTBL O HEraTHBHOM BJMAHUH (paKTOpa Bpe-
MeHH Ha Oau3KuX nauueHra. Chaeayer npHBJaeKaTh H
CaMOro MauMeHTa K pelleHHI0 Bompoca O NMpPHMeHEeHHH
(hHU3HOTEpANHH, YTO MOMOXET YJYYLIHTb COOJMIONEHHE
pexxuma (H3MOTEepanHH Kak B CTalHOHape, TaKk H B
JOMAlLIHHX YCJIOBHSIX.

WHrassiiuoHHast Teparus

Tepanusi JIeKapCTBEHHBIMH a3pO30JIIMH 3aHHMAET KJIiO-
YeBOe MOJIOKEHHE B JIEYEHUH XPOHHYECKHX HHpEeKUHH
IbIXaTeJIbHBIX myTel y 60bHBIX MB, Tak kak obecre4nBaeT
TONHYECKOEe BO3JEHCTBHE MpenaparoB. AJleKBaTHbEE Me-
TOJBl HHTAJISILMK B COYETAHHH C (H3HOTEpanued MOryT
ONTHMH3UPOBATh JOCTaBKYy IMpernapaToB B MOpaXKeHHbIe
YYaCTKH JIETKHX H, CJIeJ0BaTeJIbHO, TOBBICHTb 3(P(EKTHB-
HocTb JieueHusi. Kom6uHHpOBaHHOe npuMeHeHHe PEP,

AD wnmm ¢anatTepa ¢ HHraJsIMOHHON Tepanued HaXOMHUT
Bce GoJiblile CTOPOHHHKOB Cpefi KJIMHHIHCTOB. OfHaKo
HaY4YHbIX JI0Ka3aTeJbCTB TOTO, YTO MPHCOEAHHEHHE PH3H-
OTEpAanuH NOBHIIAET 3 (HEKTHBHOCTH HHTAJISIIHOHHON Te-
panuy, noka He noJaydeHo. Bce GpoHxonpusiataTopnl H
MYKOJIUTHKH JIOJPKHBI IPHHUMATBLCS MALUEHTOM 10 (hu3H-
orepanuu. CTepouibl U aHTHOHMOTHKH Ha3HAYalOTCS Mocie
¢usnorepanuu. [JHKasy caepyer HasHayaTh MUHHMYM 32
1 4 no ceanca ¢usnoTepanuu. PesysbTaTh HHTaJISLHOH-
HOM TepamnuH MOTYT 3aBHCETb OT TaKHX (hakTopoB, Kak
OYHCTKA H TEXHHYECKOE COCTOSIHHE KOMIPECccopa H CHCTEM
Hebymaiizepa, TSKeCTb 3a60JIeBaHUSI JIETKUX U METOMUKH
WHTAJISIHOHHOM Tepanu.

HayuHnsle uccneioBanus B obnactu husnorepanuu
1 MYKOBUCIIM/I03 — IPAaKTHKA,
OCHOBaHHasi Ha HAYYHBIX JOKa3aTeIbCTBAX

Cnyctsa Gonee yeM 50 JieT moc/ie BHEAPEHHS TepaNUH
6onbHEIM MB, (u3HOTEpaneBTEH HE MOTYT BBIIENHTD
KaKOH-THO0 U3 METOJOB OYMIIEHHSI JbIXaTEJbHBIX MyTeH
B KayecTBe 3Ta/NoHHOro.CoBpeMeHHble TPeGOBaHUS HAyUHO
060CHOBAaHHOH MEIHLMHEI CTUMYJIUPYIOT (DU3HOTEPANEeBTOB
K 6oJiee THIATENbHOH OLIEHKE pe3yJ/IbTaTOB H3BECTHBIX
METOIHUK.

B onHOM HccienoBaHHH MOryT OBITH OOGHapYXKeHb
NPEUMYLIECTBA KaKOH-THOO TEXHWUKH Tepel APYTHMH,
TOTZAa KaK B IPYroM Ta XXe MEeTOAMKAa MOXKeT He oOHapy-
XUTb HUKAKHX npeumyitecTs. Hanpumep, onHH aBTOPHI
COOOIIAIOT O TOM, 4YTO dJatTep 3ddeKkTHBHEE APYTHX
metonuk (Casaulta, 1993, [17]), B To Bpems Kak npyrue
HCCJIeoBaTeNH He OOHapy»KHBAIOT NPEeUMyILecTB (Jat-
Tepa nepejl IPYTHMH TeXHUKaMH [6,7{

OueHb TPYAHO ONPENENUTh NPUUHHEI TAKHX PacXoXKe-
HHH B pe3yJsibTaTaX, CBS3aHHl JIH OHH C PA3jIHUHUAMH B
MPOTOKOJIaX UCCJ/IEN0BAaHNH, BEIGOpPKaX MallHEHTOB, METO-
JlaX CTATHCTHYECKOrO aHa/lW3a HWJIH KOMOMHALMH 3THX
takropoB. [Toatomy mpobaema ¢pusHOTEpanHH — MOJNY-
YyeHHe HEONPOBEPXKHUMBIX N0Ka3aTeJbCTB NMPEeHMYILecTBa
KaKOH-JHO0 OTAEJbHOH METOAHWKH Iepeji APYTHMH OcTa-
eTCsl HepeleHHON.

[Tpu ananuze Boi6opa ACT oGHapy»KHBAIOTCSl reorpa-
(uuyecku 00YCJIOBJIEHHbIE TEHAECHUHH H CBSI3b C HHAHBH-
AyanbHBIM onbiToM (pu3noTtepaneBtd. B CIIIA meTtonuko
BbiGopa siBasietcst HFCWO, B JlaHuH LUHPOKO NPHMEHSIeTCS
PEP, B BennKo6pHTaHHH OCHOBHOH METOAUKOH SIBIAETCS
‘ACBT, a BO MHOTHX €BPONeHCKHX KJIHHHYECKHX IIeHTpax
otnalor npeanourenne AD u PEP/dnartepy.

BONBLIMHCTBO HCC/IENOBAaHUH KPaTKOBPEMEHHBI, Baphb-
UPYIOT OT OLEHKH OIHOH M3 METOAMK 10 NMepeKJIoueHHs
C OHHOM METOAMKH Ha JpYyrylo 4vepe3 3—4-IHEBHbIE
HHTepBaJbl. OueBHAHO, YTO MOAOOHBIE KPaTKOBpeMeHHbIe
HCCJIEIOBAHHUSI JIETKO OCYLIECTBHMBI H NpPEAyCMaTPHBAIOT
OLIEHKY OrpaHHYEHHOTr0 YHCJA NMepeMeHHBIX. XOoTS TaKoH
JU3alH T03BOJIIET TMOJYYUTh LEHHYI0 HHGMOPMAaLHIO O
6e30MacHOCTH H HENOCpeACTBeHHOM 3¢ dexTe KpaTKoBpe-
MEHHBIX KYpCOB JIeYeHHSI, HO 3TO He JlaeT BO3MOXKHOCTH
JIOCTOBEPHO IMPOTHO3HPOBATh pPe3YJbTaThl AJIHTEJLHOIO
JiedeHHs. A UMEHHO NaHHble O BJIMSHHU METOAHMK TeparHy,
TNpeflyCMaTPUBAIOIMX €XeIHEBHbIE JieueGHbIe MPOLEYPH,
M pe3ysbTaThl MX IJIHTEJBHOrO NMPUMEHEHHS Ha KIHHH-
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YyecKHe I0KasaTeJId M MapaMeTphl KauecTBa YXH3HH HMEIOT
0Cco60ro 3HaYEHHS.

B GoJsbIIHHCTBE HCCIEIOBAHUI HCIOb3YIOTCS OTHOCH-
TeJbHO MaJible BeGopku: B 23 (46%) us 50 cuyuaitHo
oToGpaHHBIX HccaenoBaHUH ywacTBoBasio oT 10 po 20
MalHEHTOB H TOJBKO B 3 HCCJIENOBAHUAX 00BEM BHIOOPKH
npessial 50 GosbHbix [28]. CooTBETCTBEHHO, PeayIbTaThl
9THX HCCJIENOBaHHH He MOTYT COJiepXKaTh JOCTOBEpPHBIX
JIOKa3aTeJIbCTB Pa3IMYHi MEXY OTAEJbHBIMH METOAHUKAMH
¢usnorepanuu. Kak npaBuiio, Habop 10CTaTOYHOrO KOJIH-
yecTBa 60JIbHBIX MB B paMKax ofHOH KJIHHHKH — OYeHb
cJIOXHasl 3afaya, TeM 6GoJjiee, YTO 4YacTh MALHEHTOB Ha
MOMEHT OTO6Opa yXXe MOXEeT y4yacTBOBaTb B JAPYrOM HC-
CJIeJOBaHHH.

OnucaHus METOAMK TepanHH Tak)Xe OGHapyXXHBaIOT
3HAYHTENbHbIE PA3JIMYKS, YTO 3aTPYAHSET CPABHUTEJBHYIO
OLIEHKY W3Yy4YaeMbIX METOAMK U Pe3yJIbTaTOB COOTBETCTBY-
IOLMX HCCJeNoBaHUi. B To XXe BpeMsl cTaHAAapTH3ALMS
PEeXUMOB (PU3HOTEpanuu, HeoOXoauMas st MOJHOLEHHOH
Hay4yHOH OLEHKH, He OyleT COOTBETCTBOBATb peaslbHOH
KJIHHHYECKOH MpPaKTHKE.

BripaxkeHHble pas3uyust MeXAY HCCJEeJOBaHHSIMH OT-
MeualoTcsl U B Nnokasartesix s¢dekTuBHocTH. Haubonee
YacTO HCHOJb3YIOTCS CJeAYIOllHe NapaMeTphl: 00beM
MOKPOTHI, H3MepeHHe (DYHKIHH JIETKHX, Pe3yJIbTaThl KOM-
NbIOTEPHOH TOoMorpaduH, caTypauHs KHCJOpPOAa, 4acToTa
060CTpEHHH, YHCJIO IHeH JIeUeHHS B CTallMOHApe H TMoKa-
3aTesld KayecTBa XKH3HH.

3akKkJI4YeHHUue

B nesoM MOXXHO KOHCTaTHPOBAThb, YTO MOKa He MOJY-
YEHO JIOCTATOYHBIX HAYYHBIX N0OKa3aTeJbCTB, YTOOBI BBI-
JeJIUTh KaKyIo-TH00 U3 MeTOIUK (hPM3HOTEpaNHH B KayecTBe
aTalloHHOH. BoJee Toro, npaBoMepeH ¥ BONPOC O LEeJIeco-
006pasHOCTH TAaKOro Moucka npH MB — KoMmmjieKCHOM
3a60JieBaHHH, H3MEHYHBOM B CBOMX KJIHHHYECKHX MPOSIB-
JIEHHSIX W TNPOTEeKalolleM B Te4eHHe MHorux Jet. [lpen-
craBJjsieTcst 6oJiee 060CHOBAaHHBIM CUHTATh, YTO KaXXABIH
MalKeHT MOXET M0-pa3HOMY pearHpoBaTh Ha OIHY H Ty
)K€ MEeTOAMKY B 3aBHCHMOCTH OT CTaflid 3aboJieBaHHS,
KJIMHHYECKOro CTaTyca, BO3pacTa U COLMabHbIX haKTOpOB.
MeTtonuka (usHOTEpanuu JO/KHA GBITh 3(PeKTUBHOH,
3aHMMaTh MaJjlo BPeMEeHH, afleKBaTHOH JJis Mal{eHTa H
HEe3aBHCHMOH KaK MOXHO OT 6oJibluero yucsaa hpakTopos.
OtaenbHble COCTaBJSIIOLIHE METOAHKH MOTYT HCNOJb30-
BaThCsl B paMKaX APYTHMX TEXHHK, a KOMOMHALMS pa3HbIX
METOAHK MOXET MOBBICHTb 3((PEeKTHBHOCTbL JeueGHOro
BO3leHCTBHA. ONTHMAaNbHOH MOXHO CYHTAaTh METONMKY,
KoTopasi B HauOoJblIEeH Mepe OTBeyaeT NOTPeOHOCTSIM
nalMeHTa. :
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KOPPEJIAIIUSA TEHOTHIIA C PEHOTHUIIOM Y BOJIBHBIX
MYKOBHUCIIIO30M
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Hayw:?-xnm{mecxnﬁ otaen mykosuciunoza MITHII PAMH, Mocksa (Poccus);
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Myxosucuunos (MB) — HauboJiee yacToe JeTalbHOE
HacJIe[ICTBEHHOe 3a00JieBaHHe KaBKA3CKOH TOMYJISLHH
[1]. Ten, casanubit ¢ pasuTHeM MB, 6Bl OXapaKTepH-
soBaH B 1989 r. [2—4]. D10 Gonbwoi reH, COCTOSIIKMA
U3 27 KOAMPYIOIMX PErHOHOB (3K30HOB), pasrpaHHYEHHBIX
He KOAMPYIOUMMH yyacTKaMH (HHTPOHAMH), PasIH4HOMN
JUHHBL, [eH KomupyeT MyKOBHCUHIO3HEIH TpaHCMeMOpaH-
Hblii peryastop nposoguMoctH (Cystic fibrosis trans-

- membrane conductance regulaior — CFTR), 6eok,
HaXOJSIMHCS B amMKaJbHOH MeMOpaHe CeKpPeTOPHOro
SIUTEJHS], KOTOPhIH pyHKIHOHUPYeT, Kak ATd-3aBucHMbIi
XJIOpHBIF KaHaj. MyTalMH MyKOBHCUHIO3CBSI3aHHOTO reHa
(Cftr-een) peanusyioTcsi HENOCTATOYHOH aKTHBHOCTBIO
CFTR, uTo NpHUBOAHT K aHOMAJIbHBIM KOHLEHTpaLHsM
XJIOpH/IOB B anuKaJbHOH MeMOpaHe SMHTeNHalIbHEIX Kile-
TOK 6POHXOJIETOYHOM CHCTEMBI, MOKENYA0UHOMH XKeJIe3bl,
IPOTOKOB TOTOBBIX JKeJie3, TOHKOTO KHIIeYHHKAa H CeMeH-
HOTO KaHaTHKa. BeyleIcTBHe YKa3aHHBIX H3MEHEeHHH pa3BH-
BalOTCA TNporpeccupyiollee 3a6oJieBaHHe JIETKHX, MHC-
(GYHKIHS TTOIKeyA0YHOH XKeJie3sl, OBLIIAeTCsl YpOBeHb
3JIEKTPOJIHTOB B IIOTOBOM CeKpeTe H JOPMUpPYETCs MyXK-
cKoe GecIIofHe.

CFTR-6enok, coctosiiii 13 1480 aMHHOKHCJIOTHBIX
0CTATKOB, CrPYNIHPOBAHHBIX B 2 NOBTOPSIOIIMXCS MOTHBA,
pasfie/leHHBIX GOJIbLION LENbIO MOJ Ha3BaHHEM “perysi-
TopHbiii lomer” (R-gomeH). Kaxapiii H3 3THX ABYX MOTH-
BOB COCTOHMT H3 6 MOJIHIIENTHAHBIX TOC/IEI0BATENbHOCTEH,
KOTOpbI€ pacrpefiesieHbl BAOJIb KI€TOYHOH MEMOpaHbl, 3a
HHMH CcJIeflyeT 4acTh Gesika, KOTOPhIH OTBeYaeT 3a B3aH-

moperictBue ¢ AT®. 12 meM6paHOCBA3LIBAIOLIMX JOMe-
HOB NpPHJIETalOT APYT K APYTY H TakKMM o6pa3oM CO3/aioT
napy B K/JI€TOYHOH MeMOpaHe, B TO BpeMsl KaK R-loMeH H
2 HyKJIEOTH/IA, CBSI3BIBAIOLIMX METJIH, OCTAIOTCS C BHYTPEHHEH
CTOPOHHI KJIeTOUHOH MemOpaHnsl. [Ipeanosnaraemas cTpyK-
Typa Geska n3obpaxeHa Ha puc.l.

Knunuyeckue xapakrepucTukd MB, Bxiouast cuMnTo-
MaTHKY, TSDKECTb H CKOPOCTb IIPOrPECCHPOBAHHSA NOPaXKeHHS
BOBJICUEHHBIX B 3a00/ieBaHHE OPraHOB, YHCJO H THIIBI
Mopa)kaeMbIX OpraHoOB, MOTYT BapbHPOBaTh B IUMPOKHX
npepenax. Ha ocHoBaHHM cBsizaHHBIX ¢ MB cHMITOMOB
y GOJILIIMHCTBA NMAalMEHTOB AHarHo3 3aboJieBaHHS ycTa-
HaBJIUBAETCSI B TEpBbIE TOABI XKM3HH, XOTSl MOCTENEHHO
pacTeT YHCJIO MalMEeHTOB ¢ MArKHMH (“aTHnuyHbIME”)

KnetoyHas
_MmembpaHa

R-pomeH

Puc.1. MNpeanonaraeman koHdurypauvs CFTR kak membpaHHOro kasana
ANs TpaHCNopTa UOHOB XNopa.
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¢opmamu MB, KoOTOpble HHArHOCTHPYIOTCS B 3pEJIOM
Bo3pacTe. HapyleHus sK30KpHHHOH (DYHKUHH ITOIXKeEJy-
JIOYHOH KeJie3bl 0OHapYKHBAIOT CYLIECTBEHHBIE HHIHBH-
AyasibHble pasinunsi, npuyeM y 10 — 15% Gosbubix MB
OTYETJIHBBIX KIHHHYECKHX PH3HAKOB MaJIbAUTeCTHH BOOOILIE
He perHcTHpyercs. JpixaTesbHasi HEOCTaTOYHOCTD, CBS-
3aHHasl C NPOrPECCHPYIOLIUM ITOPaXKEHHEM JIETKUX, SIBJIS-
eTcsl HauboJiee YaCcTOH NMPUYUHOH CMEPTHOCTH GOJIBHBIX
MB. OaHaKo KIHHHYEeCKHE MPOSIBJIEHHS H TSDKECTb 1opa-
XKeHHsI GPOHXOJIErOYHOH CHCTEMbI LIHPOKO BapbHPYIOT B
3aBHCHMOCTH OT Bo3pacTa nauuesTos ¢ MB [5—7].

IToutn Bce GonbHEle MB My»CKOTO 1M0Jia CTaHOBSATCS
6eCIIOAHBIMH H3-3a GHJIaTEPANILHOTO OTCYTCTBHSI CEMEHHBIX
KaHaTHKOB. [IpeamosaraeTcsi, 4To MaTOreHEeTHUYECKHMH
(hakTOpaMH OTCYTCTBHSI CEMEHHBIX KAHATHKOB SIBJISIOTCS
XpOHHUYecKasi 0OCTPYKILHS, (PUOPO3 U JilereHepauusi 3THX
opraHoB. MHTepecHO oTMeTHTb, uTO mnpumepHo y 3%
MYXKUHH C asoocnepMueH 6ecniiofue CBsI3aHO C BPOXK/EH-
HBIM GHJIaTepajibHbIM OTCYTCTBHEM CEMABBLIHOCSLIMX MpPO-
tokoB (Congenital bilateral absence of the vas deferens
— CBAVD) — nopakeHHeM, KOTOpoe paHee He HMeJo
o6bscHenus. Ananus JIHK GoabHeix ¢ CBAVD BhisiBaisieT
BhICOKYI0 yacToTy CFTR-MyTauui, YTo MO3BOJISIET Npel-
nonaraTh cB3b ¢ MB. YacThiMH KIMHHYECKHMH INpPOSIB-
JeHussMu MB y 6osbHbiX ¢ CBAVD gBASIIOTCS YMEPEHHO
BEIDa)KEHHble MOpaX{€HHS1 OPOHXOJErOYHOH CHCTEMBI H
TMOBbILIEHHE YPOBHSA JIEKTPOJHTOB MOTa, TOTA KaK rac-
TPOHHTECTHHAJ/IbHblE HApYIIEHHS He BBISBJSIOTCA. DTH
JIaHHBIE MOJTBEPXKAAIOT NpeAnooXKeHHe o ToM, uto CBAVD
OTHOCHTCS K JIerkuM ¢popmam MB [8—12].

[To naunbim, npencrasnenusiM B Cystic Fibrosis Genelic
Analysis Consortium [13], nocne Buinenenus CFTR-rena
B 1989 r. 6rut0 3apeructpupoBano Gosee 900 mMyTaumi,
NIPHYEM MX YHMCJIO HEYKJIOHHO pacTeT. Y CTaHOBJIEHO, UTO
BCe BAPHAHTHI BEIIEJIEHHBIX MyTaluil (HOHCEHC, MHCCeHC,
MyTalHMsi calTa CIJIaHCHHIa, MYTalMsl CHABMra paMKH,
JIiesiellsl, MHCEepUMs) SIBJISIOTCS TNPUYMHHBIMH (DAKTOPaMH
pasButHss MB. OTnenbHble MyTalMH XapaKTepH3YIOTCS
BBICOKOH pacrnpOCTPAaHEHHOCTBIO B ONpeNeeHHBIX IOMy-
JSUKAX, ONHAKO OOJIbIIMHCTBO MYyTaUMH BCTpevaloTcs
penko. MccenoBaHusi Mo H3yYeHHIO reHOTHN / peHOTHN
KOppeJIiHA MOTYT OBITb ONTHMH3HPOBAHE C Y4YETOM
MOJIEKYJITPHBIX MEXaHH3MOB HEeJJOCTATOYHOCTH GEKOBOM
aKTHBHOCTH, BKJIOYAlOIMX: Kjaacc I — 6ok cHHTesa
Genka. HoHceHc-MyTalUMH, MyTalUMH CIOBHra paMKH H
KpYNHBIe AeJNelHH NMPHBOAAT K (POPMHPOBAHHIO yCEYeH-
HOH WJIH MOJIHOCTBIO aHOMAJIbHOM MOJIMIENTHAHON LEMNH,
HecTabHJIbHOH M GBEICTPO Aerpapupyiouleil. B peayabrarte
6esloK BooOllle He CHHTe3upyertcs; Kaace II — 6ok
npoueccHHra 6eska. Ilpexxne yem cuHTe3upoBaHHbi CFTR
MHUTPHUPYET B aMHUKaJbHYI0O MeMOpaHy 3MUTEeJHaJbHBIX
KJETOK, OH TMOoABEepraeTcsi KOHTPOJIO Ha KayecTBO H
ravkosuaupoBanuio. Kak Hau6osee yactas (AF508), Tak
U Gojiee peKHe MYyTalUH COMPOBOXNAIOTCS CHHTE30M
noyTH noJiHoueHHoro CFTR, HO He MO3BOJIAIOT MyTHPO-
BapiieMy CFTR npo#iTH BHYTPHKJIETOUHBIH KOHTPOJb H
NOABEPrHYTbCS BHYTPHKJIETOYHOMY NPOLECCHHTY. MyTH-
poBaBuuit CFTR 6nokupyeTcs B annapate [osbku H
ocTaeTcsl MPAaKTHYECKH TMOJHOCTBIO HENOCTYIMHBIM ISt
anuKaabHOH MemOpaHbl; Kiacce Il — HapyleHue pyHKUMH

Tabnuuya

Pacnpegenexue myrauuii No MONEKYNIIPHOMY MeXaHU3My
nospexanenma MIBTP

Knacc myraumin “Taxenoie” “Msarkue”
| knacc — HapyLueHue npoayKumumn G542X
Genka R553X
3905insT
w1282X
Il Knacc — HapylieHue npoueccuHra AF508
AIS07
N1303K
Ill knacc — HapyweHve perynauum G551D G5518
IV knacc — HapyuwleHue TpaHcnopTa R374P
WOHOB Xnopa R117H
T338I
V knacc — CHUXEeHue CuHTe3a 3849+]r OKb
HOPMaJIbHO (PYHKUMOHUPYIOLLErO =
Genka IVS 8-5T

MpumeyaHwue. “Taxense" Myrauum — Bbi3blBalOLLME
HEA0CTaTOYHOCTL MOKENYA0HHOMN Xenesbl n “Markue” Mytaumm —
6e3 naHkpeaTU4ecKoi HeJOCTaTOYHOCTU. “Msrkue” MyTauuim scerga
LOMUHUPYIOT Hag, “Taxenbimu”, :

GeJiKa rocJie ero BCTpaHBaHHA B allMKAJIbHYIO MeMOpaHy.
3aMeHa aMMHOKHCJIOT, MpoHcXoasmas B gomeHe NBFX
(takux, xak G551D, G5518), nonyckaer cunres CFTR,
€ro BHYTPHKJIETOYHBIH IPOLECCHHT W IPHCOEAHHEHHE
CFTR x anukasnpHOM MeMGpaHe, HO HapyumiaeT B3aHMO-
pe#ictBre CFTR ¢ AT® u 3aTpyaHsieT aKTHBaLHIO KaHAJIOB;
kiacc [V — Hapyuienue TpaHcnopTa HOHOB XJiopa. 3a-
MEILIEHHblE aMHHOKHCJOTH B MS-moMeHax Hapywiaior
aphUHUTET KaHAJIOB K HOHAM XJIOPa H HX TPaHCIOPTHYIO
aKTHBHOCTB; Kjacc V — CHHXXeHHe CHHTe3a HOPMaJIbHO
byHKUMOHHpYIowero 6eska. [Tpoueccs cHHTe3a, npouec-
cudra ¥ murpauud CFTR B anukanpHyio meMGpaHy, a
TaKXe ero akTHBHOCTb B allMKaJIbHOH MeMOpaHe OCTaloTCs
HOpMaJIbHBIMH, OJIHAKO KOJHYeCTBO 6esika KaTacTpodH-
4yecKH yMmeHbwaercs. JledexT crualiciHra o6BIYHO CBSI-
3aH C HHTPOHHBIMH MYyTaUUAMH. DTH MYyTalMH JOBOJBHO
cBOoeoOpasHbl, TaK Kak akTHBHOCTb CFTR coxpaHsercs
B LIHPOKHX mpefienax. IIpH MccienoBaHWM YyKasaHHBIX
MyTalHMH ObLIH TOJNyYeHbl BayKHble JaHHBIE, CIOCOGCTBY-
IolHe MoHUMaHuIo posid CFTR B pas/IMUHBIX TKaHSX.

OueBuano, yto MyTauuu Kiacca I u II, conpooxpaio-
uMecs BhlpaXKeHHBIM fepuuutom CFTR, cBsi3aHBl ¢ Hau-
Gosiee TSXKEJBIMH TNPOSIBJEHHSIMH 3a60JieBaHUs, TOT/A
Kak MyTauud kaacca IV u V, npuBomsimpe Jumb K
YaCTHYHBEIM HapyLIeHUsIMH akTHBHocTH CFTR, accoumu-
pyioTcs ¢ 6osee JerkuMu popmamu MB. Tem He menee,
nockoJbKy MB xapakTtepusyeTcsi MOJHMOPGHH3IMOM KJIH-
HHYECKHX MPOSIBJIEHHH, NPEACTABIISETCS 11eIeco00pasHbIM
OLEHHBaTh TeHOTHN /PEHOTHN KOPpeJsilMM Ha YpOBHE
OTAEJBLHOI'O OpraHa.

HenocraTounocts hyHkimu
NOJKEJTY JOYHOH KeJie3bl

XoTsl MaToJOTHS MOMXKEJYNOUYHOH KeJle3bl — THIIHY-
HbIH NpH3HaK MB npakTHYeCKH y BCeX MaLHeHTOB C 9THM
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3a6osieBanueM, 10 — 15% Goabubix MB He HyXaawoTCs
B 3aMECTUTEJIbHOH MaHKpeaTHYeCKOH TepamnuH, T.e. Y HHX
COCTOSIHME TIOMKEMY/IOUHOM JKeJie3bl onpeensieTcss Kak
“6e3 maHKpeaTHYeCcKOH HemocTaToyHOCTH”. KoHKOpraHT-
HOCTb COCTOSIHHS NMaHKpeaTHYecKoH (QYHKUHH B CEMbSX,
ycTaHOBJIEHHas! ellle 10 KioHHpoBaHusi CFTR-rena [14],
[103BOJISIET MPEANONaraTh, YTo Ha NaHKPeaTHYECKOM YPOBHE
NpOSIBJIEHUs] 3a60/IeBaHUS ONMPEMEIAIOTCS TeHeTHUECKHMH
dakTopamMH. B pesynbrate aHanusa ranjioTHIOB GblIO
06HApYXK€HO, UTO Pa3/H4Hble MyTalHH CBS3aHHl C pas-
HBIM TTaHKpeaTHuecKuM ctaTycom [15,16). B nanbHeiimem
B HCCJIEJIOBAHHH MOJIEKYJISIPHBIX MEXaHH3MOB JedHLu-
rapHocTH CFTR 6blJIO MOKasaHO, YTO MyTallMH, TpH
KoTOpbIX akTHBHOCTb CFTR 4YacTHYHO COXpaHsieTcs, He
NMPUBOAAT K MaHKpeaTH4YecKod HefocTaToyHocTH (oM.
TabauLly). DTH MyTalHH OGBIYHO 0603HAYAIOT KaK “MSATKHE
myTauuu” U IUGOEPEeHUHPYIOT 0T “TSXKeablX MyTauui”,
KOTOpbl€ MPHBOAAT K HEAOCTATOYHOCTH (YHKLHH MOMIXKe-
JYIOYHOH JKeJe3bl. “Msrkue MyTauHH” NepeKphiBaioT
nefcTBHE “TsKeJBIX MyTauui”. XoTs MaudeHTs ¢ “Msr-
KHMM MYTalMsIMH~ Hapsily C COXpaHHOH MaHKpeaTHYeCKOH
¢yHKIHEl XapaKTepH3yIOTCsi MeHee BEICOKHMH YPOBHAMH
XJIOPHIOB MoTa M GoJiee MO3AHEH KIHHHYECKOH MaHH{pe-
cranuel 3a6oJieBaHusl, TEDMUHBI “MsArKHe” U “TsKeunble”
MYTallMHi OTHOCSITCSI TOJIBKO K OLIEHKe NMaHKpeaTHYecKoro
cTaTyca M He MMeIOT 3HaYeHHs JIsl ONpe/ie/leHHs KIIHHH-
YyecKOro NMPOrHo3a y KaXKA0ro KOHKPETHOro MalkeHTa.

Kouuem‘pauuﬂ QJIEKTPOJIMTOB NOTA

[ToBbillleHHEe KOHLEHTPALMH 3JEKTPOJHTOB MOTAa —
9TaJIOHHBIM KpUTepHH AHarHocTHKH MB. Jlo cux mnop B
GOJIBIIMHCTBE cayyaeB fuarHo3 MB ycraHaBiaMBaeTcs Ha
OCHOBaHHM MO3UTHBHBIX pe3yJbTaTOB ONHOro H GoJjee
noroseix TectoB. MpeHtudukauuu myrauuit CFTR-rena
MO3BOJISIIOT MOATBEPAUTH AHarHo3 MB y MHOrHX nmauueH-
TOB C aTHNHUHBIMK (Kak MpaBuJIO, JIETKHMH) KIHHHYEC-
KHUMH TPOSIBJEHHSIMH M NMOrPAHHYHBIMH YDOBHSIMH 3JIEKT-
poanToB nora. Ha cerofHsiuHH# AeHb OYEBH/HO, YTO
HEKOTOpble MYTallMH 4acTO CONPOBOXMAAIOTCS MOrpaHHy-
HBIMH MJIH JlaXKe HOPMaJIbHBIMH KOHLEHTPAUUSAMH XJIOPH-
noB nota (G551S, 2789+5G-A, 3849+10kb C-T, P67L,
R117H, L206W, D1152H, A455E, R334W). CiienoBatesibHo,
TeHeTHYECKHH aHa/lM3 MOKa3aH MalHeHTaM C CHMIToMa-
THKOH, BbI3bIBalOLIEH Mono3peHHe Ha MB, naxe npu
OTpHLATEJILHBIX pe3yJbTaTaXx MOTOBBIX mpo6. B Takux
caly4yasix peKOMeHAyeTcsl LieJIeHalnpaBJeHHBIH MOHCK My-
TalMi, KOTOpPbIe He COMPOBOXAAIOTCH OTYETIHBBIM ITOBbI-
LIEHHEM 3JIEKTPOJMTOB IMOTA.

BpouxoJieroynoe nopaxeHue

YpoBeHb H CKOPOCTb NPOrpecCHpoBaHUs GPOHXOMEroy-
HOTO MopakKeHHs ABJIAI0TCA Hanbosee HHPOPMAaTHBHBIMH
nporHocTHUYecKuMu (axkropamu MB. Ilpun mMoHOreHHBIX
3a60JIeBaHHUsIX, K KOTOPEIM TPEANOJIOXKHTENbHO OTHOCHTCS
MB, peHoTHNHYECKHH MOJHMOP(H3IM 0OBSICHAETCS reHe-
THUECKOH reTeporeHHocThlo. Kak yxxe ynoMHHa/l0Ch, MPH
OlleHKe ITaHKpeaTHYeCKOro cTaTyca MyTalWH MOTYT KJac-
cHpHUMpOBaTbC Kak “Tskenpie” H “markue”. OnHako,
HECMOTpPS Ha TO 4YTO GOJIbHBIE C “TSKEJBLIMH” MyTalHSIMH

06HapyXHBAIOT GoJiee BEICOKHE KOHUEHTPaLHH XJOPHIOB
nora, 6osiee paHHHH BO3pacT MaHH(ecTaluuH 3abojieBaHHs,
GoJiee TsKeJble HAPYILIEHHST HyTPMTHBHOIO CTaTyca vale
OCJIOXHSIIOTCSI MEKOHHAJIbHBIM MJIEyCOM B CPaBHEHHH C
“MArKUMH” MyTaUHUSIMH, TS2KeCTb GPOHXOJIETOYHOro I10-
paXKeHHs M0 AaHHBIM (PYHKIHOHAIbHEIX TECTOB, PaAHOJIO-
THYECKHX MHJEKCOB H YaCTOTH KOJIOHH3alUuH Pseudomo-
nas aeruginosa BapbUpyeT B 3HAYHTEJbHOH CTENEeHH
HE3aBHCHUMO OT “TsKecTH” MyTauuH. Bosee Toro, Ts:KecTb
GPOHXOJIETOYHOTO TIOPAXKEHHsT MOXKET TaK)Ke BapbHPOBAThb
U Cpeay MalHeHTOB ¢ OAHHAKOBHIM reHoTHnoM. CienoBa-
TeJIbHO, TeHeTHYeCcKasi reTepOreHHOCTh He OTHOCHTCSI K
takTopam, onpeesIOIHM KIMHHYECKYIO HEOIHOPOAHOCTD
Ha Gponxosieroydom yposHe [17,18]. Ilpuumsbl Takoro
BBIP2XKEHHOro MOJIMMOp(dH3Ma NPH OMHAKOBLIX F€HOTHMAX
H, CJIe[IOBaTeNbHO, CXOAHBIX MPOTHO3HPYEMBIX YPOBHSIX
nedexra CFTR noka He MOJYYHJIH TTOJHOTO 0O bSCHEHHSI.
JleHCTBUTEJILHO, €CIH TATOreHe3 MaHKpeaTHUeCKOH Hello-
CTaTOYHOCTH M B MEHBbLIEH CTeNeHH MOBHIIEHHE KOHLEeH-
TPALMH 3JEKTPOJHTOB MOTa AOCTATOYHO MPOCTOH (CHH-
YKeHHe BOAHO-GMKapOOHATHOrO NMOTOKA W H3HUMHOMH Ipe-
LMITHTALKKE B MPOCBETE, MPHBOASLMX K OOCTPYKUHH H,
KaK CJeJCTBHe K IaHKpeaTHYeCKOH HeNOCTaTOYHOCTH;
CHHXXKeHHe peabCcopOLHH JIEKTPONHTOB B TPOTOKAX MOTO-
BBIX 2KeJie3, TIPUBOJSIIEE K IMOBLIUIEHHIO KOHUEHTPaLHH
9JIEKTPOJIMTOB MOTa), TO MATOreHes GPOHXOJNErOYHOro
TIOpaXKeHHS TIPeACTaB/seTCs HaMHOro GoJiee CJIOXKHBIM
TIPOLIECCOM, BKJIIOYAIOIIMM MHOXECTBO PAa3JIMYHBIX (hak-
TOpOB: OT ocobeHHocTeH cTpykTyphl CFTR u ero Bsau-
MOJIEHCTBHS C APYTHMH MeMOPAHHBIMH 3JIEKTPOJHTHEIMH
KaHaJlaMH 110 B3aHMOJIEHCTBHS MOCEJISIOLIEr0Cs MUKPOOp-
raHM3Ma C OpraHH3MOM XO35IHHa, OT (PaKTOPOB BOCHAJIEHHS
OO0 COOJMIONEHHS MalMeHTaMH MpEeANHCaHHOro peXHuMa
TEepamHH.

MounekynasapHble MEXaHU3MbI
nojumMopdusma 3a00jieBaHus

H3BecTHO, YTO HEKOTOPHlE TeHeTHYECKHEe MEXaHH3MBbI,
KaK nepBHYHble (KOPPEeKIWsi, CIIalCHHT, KOMIeHCaLHst),
TaK 4 BTOPHYHbIE, MOAYJIHPYIOT 3(p(HeKThl FeHHBIX My TaLMi.
BeipakeHHbIH MOJHMOP(HH3M KIHHHYECKHX NPOSIBIEHHH
MB, BO3MOXHO, CBSI3aH C pa3/IHUYHBIMH MeXaHH3MaMH,
KaX/blif U3 KOTOPBIX MOXET MMeTb pasHOe 3HauyeHHe B
KaXXZIoM KOHKPETHOM CJydae.

['naBHBIA MOAYJMPYIOIMA MeXaHH3M peasu3yercs J0-
TIOJIHUTENIbHBIMH U3MeHeHusiMu B CFTR. Ilpumepom ua-
CTHYHOH KOPPEKLHH MOXET CJAYXHTb couetaHHe AF508-
1 R553Q-Myraumii: y nauMeHTOB ¢ ABYMSI YKa3aHHBIMH
MyTaUMsIMH B OJHOM aJjuiejle OOHapy»XHBalOTCA MeHee
BbICOKHE (HJIH jaXke HOpMaJIbHbIE) KOHLEHTPaLHH XJIOPH-
IOB MoTa H GoJsiee JierkHe NPOSIBIEHHS 3a60JieBaHHMS.
Cuuraercst, yto myTauus R553Q y GosbHBIX ¢ MyTanuen
AF508 criocoGeTByeT npoxoxaeHHio mytupoasuiero CFTR
BHYTPHKJIETOYHOrO KOHTpOJIst KayectBa. COOTBETCTBEHHO,
TMPOHCXOUT MPOLECCHHT U MUTpaLHst 6eJiKa B KJIETOYHYIO
MembpaHy. B ciyuae KOppeKTHOrO MO3HIHOHHPOBAHHS B
KJaeTouHoH memeOpaHe AF508 CFTR oGHapyXuBaeT
YaCTHYHYIO aKTHBHOCTb B KaHaJax.

Psin ApyruX aMHHOKHCJIOTHBIX OCTATKOB HMEIOT KPHTH-
YyecKoe 3HayeHHe /Il BHYTPHKJETOYHOTO MPOLECCHHTra
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CFTR. M0XHO NpeANoJIOXHTh, YTO HeGoblIHe H3MeHe-
HHS B 3THX aMHHOKHMCJIOTHBIX OCTATKaX CIIOCOGHBI BJIUSITh
H, BeposiTHO, nopuepxxuBath cuHte3 AF508-CFTR. Takoe
NPEANOJIOYKEHHE MOXKET IMOATBEPAUTLCS H B OTHOLUIEHHH
JIpPYTHX MyTauuid Khaacca II, cBfI3aHHBIX ¢ HapyLIEHUSAMHU
BHYTPHKJIETOYHOTO MPOLECCHHTa OeJiKa.

Oco6blii HHTEpeC NPEeACTaBJAIOT CAyYyaH C BIHSHHEM
(hakTOpOB CIUIaliCHHIa Ha NMposiBJIeHUs 3aboJieBaHus. 13-
BECTHO, YTO HEKOTOpHIE MYTallWH, BKJiouasi Kjacc V,
BJIMSIIOT Ha KOppeKTHBIH crytaiicuHr CFTR-mRNA. Takue
MYTalHH OOBIYHO OTHOCHIT K “MSITKMM”, TaK KaK HOpMaJlb-
Hblif cHHTe3 CF TR, Kak NpaBHJIO, YaCTHYHO COXPAHSIETCSI.
AHOMaJIbHBIH CTIJIAHCHHT Ha CHHXKEHHOM YPOBHE — OOBIUHOE
sIBJIEHHE B HOPMAJIbHBIX YCJIOBHSX, TIOKa He MOJIyyHBLIce
o6bsicHenus. [TomumopdhHbIe alIesH, BAUSIONIHE Ha CIlIak-
cur CFTR-mRNA, MoryT BHIOM3MeHSTh (heHOTHITHUECKHE
apdexTs “mMarkux” myrauuit CFTR. [Toaumopduam 8-ro
MHTPOHA — OJMH M3 BapDHAHTOB BJIMSIHUS Ha CILIAHCHHT.
UHC/I0O THMHHOBBIX OCTATKOB B aKUENTOPHOH 006J1acTH
MHTPOHA MOXKET COCTABJISITh O, 7 HJIH 9: yeM BBILIE YHCJIO
THMHHOBBLIX OCTAaTKOB, T€M BbILIE YPOBEHb HOPMaJIbHOTO
crtaficutra. Ilpu Hanuuuu asnnens 5T yacTora HOpMaJIbHO-
ro crtaiicurra Huskas (okoso 10%), Torna Kak 6oablias
4acTh NMPOMCXOSILIEro CIJIAaHCHHTa NPHBOAMUT K BhIpe3a-
HHIO 9-ro 3K30Ha. MOXHO Npeamnoaarath, YTo GEeHOTHITH-
YyecKHe MocJeJCTBUA “MSATKOH” MyTalMH, OGHapyKeHHOH
B coueTaHuH ¢ asmieneM ST, 6yayT 6ojiee TSXKEJIBIMH, TaK
KaK 4acTHYHO (hYHKUHOHHpPYIOUMH MyTHpoBaBHH CFTR
OyZeT TpaHCJIMpOBAaThbCsl Ha GoJiee HH3KOM ypoBHe. Ha-
npumep, reHotun AF508 /R117H 6Gyner cBsisan ¢ “markum”
MB (T.e. 6e3 naHKpeaTHYECKOH HEJOCTATOYHOCTH), €CJIH
R117H coueraetcst ¢ amnedsio 5T nmu6o ¢ CBAVD, ecau
R117H — c amnensimu 7T wam 9T [1]. Cxonrble BapuanTHhl
MOTYT BCTpe4YaThbCsl M INMpH APYrHX MyTauusx kiaacca III
uau IV.

AnbTepHaTHBHBIH CTJIACHHT NPEACTABISET COGOH CIIOXK-
HBIH pPeryJisTOPHBIA MeXaHH3M, BKJIIOYAIOIHH pa3nyHbIe
¢daxrope. MuTpoH-8-nonu-T-nonumopcdusmMm — mnpumep
BapHabesIbHOCTH KOHCEHCYCHOH CNJIaHCHHTOBOH mociie-
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Puc.2. YpoBHu HOpManbHbiX M MyTUpoBaswmx CFTR-TPaHCKPUNTOB B Ha3anb-
HOM anuTenuu 6onbHbix MB, HocuTenei mytauum 3849+10Kb(C-T) (apan-
TuposaHo u3 crarou O.Chiba-Falek n coasr. [20]).

JloBaTesIbHOCTH. BapnaGesabHOCTD ajlbTePHATHBHOTO CIJIai-
CHHra MOXKeT OBITh CBSI3aHa C TPAHCAKTHBHBIMHU (haKkTOpa-
MH, TaKHMH KakK O€JIKH, BOBJIEUEHHbIE B DEryJISILHIO
crlaficHHra. BapuaHThl asjiesieif B reHax, KOAMPYIOLIHX
nofo6Hble GaKTOPH, MOTYT TaK¥XK€ y4aCTBOBATb B MOJIH-
¢uKalunH 3¢(HeKTHBHOCTH ajbTePHATHBHOTO CIVIaHCHHTa
Y Pas/MuYHBIX MauueHToB. TeM He MeHee, ajlbTepHaTHBHBIH
CMJIaHCHHT — OYeHb AMHAMHUHBIH MEXaHH3M, 110 Pa3HOMY
NPOTEKAIOLIHH B Pa3/IHUHBIX TKaHAX. BeposiTHyio Baprabe ib-
HOCTb aJIbTEDHAaTHBHOTO CIJIAHCHHra HeOOXOAMMO pac-
CMaTpUBaTh Ha YpoBHe ofHOH TKaHHW. [lo peayabraTam
NPUMEHEHHS] KOJUYECTBEHHBIX METOJOB OLEHKH CILIaM-
CHHTa B Pa3/IMYHbIX TKaHAX, NOJMy4eHHBIX OT MB sMGpHOHOB,
OTHOCSILLIUXCST K KoMmayHja-reteposuroram no AF508- u
3849+10Kb(C-T)-myTauusmM, nedexr crniaficHura Koppe-
JIUPYET CO CTeNeHbIo MopaxkeHHst oprana [19]. Du panubie
OTpaXKaloT MPSIMblE KOPPEeJISILUU MEXY MopaXKeHHeM Ha
YPOBHE OopraHa M cHHTe30oM akTHBHOro CFTR, KoTopbie
MOTYT MOATBEPXKAATHCA H HA YPOBHE bIXATENBHOH CHCTEMBI.

B konmuecTBeHHBIX HcchenoBaHusix CFTR-mRNA B
Has3aJIbHOM 3MHTEJNHH rpynnsl 6osnbHbIX MB, HocuTeseH
3849+10Kb(C-T)-cnaiicMyTaLHK yCTaHOBJIEHB! JI0CTOBEp-
Hble KOppeJISIMH MeXJly YPOBHEM HOpMaJIbHOW TpaHC-
KPHIILMUK M JIETOYHOH (DYHKUMH, 1o nokasarteynsm ODB,
B % ot Hopmul (puc.2) [20].

BoamoxkHasi poab pesuayanbHol akTHBHOCTH CFTR B
onpeziesieHH 6oJIe3HEHHBIX MPOSIBIEHUH GblIa MoOKa3aHa
B PaHHHX 3JIEKTPOGH3HONOTHYECKHX HCCIIEOBAHHUSAX, Bbi-
MOJHEHHBIX Ha MaTepHale peKTalbHOH 6uorcun [21].
Honnasi npoBomuMOCTb -u3Mepsinach B Kamepe IOccura
(Ussig chamber) c npumeHeHnem Kap6axona sl aKTH-
BauuH CFTR: cekpelHst XJOPHIOB, HHAYLHPOBaHHAs Kap-
6axoJioM, BapbHpOBaJla B 3aBHCHMOCTH OT pasjIMuHil B
reHoTHnax. BblcokuH ypoBeHb peakUMH Ha Kap6axoi
KOppeJIipoBaJl ¢ Mo3fHel MaHudecTauuel 3a60neBaHus,
KOTopasi OOBIYHO aCCOUMHPYETCS C JErKHM YPOBHEM HJIH
OTCPOYEHHBIM PAa3BHTHEM CHMIITOMATHKH NMPH OTCYTCTBHH
IIPH3HAKOB NaHKpPeaTH4ecKoH HeloCcTaToOYHOCTH. HemaBHo
CXOJIHbIE pe3yJbTaThl ObIIH MOJMYyYEHb IPH OLEHKE Pe3uay-
albHOM aKTHBHOCTH CFTR B JbIXaTeNbHOM SMUTENHH 110
M3MepeHHsIM PasHOCTH HasasbHBIX MoTeHuuanos (Nasal
potential difference — NPD). Peakuus Ha nepdysuio
pacTBOpa aMMJIOpHJA, XJOpHAA HH3KOH KOHLEHTPAUHH H
H30MpeHa/IMHa B CIM3UCTYIO Hoca Gblia 6oJiee BhIpaXKeHHOH
y MallHeHTOB — HOCHTeJIeH “MsArkoi” myTauuu. MHTepecHo
OTMETHTb, YTO I10CJIe pa3fieJIeHHs TalMeHTOB Ha 2 IPYIIbL
B COOTBETCTBHH C peakuued Ha nepdyswio pacTBopa
H30MpeHa/IMHa He3aBHCHMO OT IeHOTHIA OBIH YCTaHOBJIEHBI
CTaTHCTHYECKH JIOCTOBEPHEIE PA3JIHUUS MEXAY IpynnamMu
10 NoKasaTeJsisiM 6POHXOJIETOYHOrO CTaTyca: Y MalkHeHTOB
C peaklueH Ha H3onpeHaJnH (T.e. GosbHbBIE C pe3HLyallb-
HOM aKTHBHOCTbIO CFTR) KIHHHYECKHH cTaTyc Obla
Jayduie o nokasatenasim OPB| U peHTreHONOrHYeCKOMY
MHJIEKCY TPYAHOM KaeTKH [22].

Jlnst Toro 4To6bl ONMpeNeNHTb, MOXHO JIM OLEHHMBATh
pesuyanbHylo akTHBHOCTb CFTR y mauueHToB ¢ “TsXKe-
JBIMH” MYTaUHSIMH, MBI H3MEpsUIH peakUHio Ha H3oIlpe-
HaJuH B rpynne 6GoabHbix MB, romosuror mo AF508-
myTauuH. [TosyyeHHble pe3ysbTaThl CBUAETENbCTBYIOT O
XOPOLIUX MOJIOXKHTEJIBHBIX KOPPEeJISALHAX MEXAY JIErOYHOM
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(GyHKUHEH W ceKpelHer XJIOPHIOB B OTBET Ha H30MpeHa-
JIMH Y NALHEHTOB co cXoAHbIM reHoTHnoM [23]. TTo Haumm
JIaHHBIM, pe3uflyanbHylo akTHBHOCTb CF TR MOXHO ornpe-
JIENUTh Y psiia MAUMEHTOB C “TSKEJBIMH” MYTaLHSMH.
Mel TaK)Ke YCTAHOBHJIH, YTO GPOHXOJIErOYHOE MOpaXKeHHe
NpOrpeccHpyeT MelJIeHHee y MalHeHToB, 0OHapyKHBalo-
LMX pesuayasbHyio akTuBHOCTb CFTR B peciupaTOpHOM
snuTes iy, [ToyyeHHBIe pe3yJbTaThl PECTABISIOTCS O4eHb
BaXKHBIMH. EcsiM mosyyeHHble JaHHBlE OYRYT NMOATBEPXK-
JeHBl Ha BeIGOpKax Goubliero o6bema, peakuus NPD Ha
M30MpPEHAJIHH CTaHeT TMePBBIM NMPOTHOCTHYECKHM TECTOM
auist oueHkun MB.

MoKHO mnpeanosaraTh, YTO Hapsily C pesuayalbHOH
akTuBHOCTBIO CFTR CylmecTBYIOT W ApyrHe (aKTOpHI,
BJIMSIIOILME Ha KIMHHYeCKHe nposisieHust MB. MB siBaisiercs
KOMIIJIEKCHBIM 3a60JIeBaHHEM, MHOTHE IaTOreHeTHYeCKHe
acreKkTsl KOTOPOro OCTaloTCsl HeyTouHeHHbIMH. Kak u B
caryyae Jiio6oro Apyroro KOMIJIEKCHOro 3a60JeBaHHs, Mbl
JO/DKHBl YYMTHIBATH ADPYTHE MOIIHbIE TeHeTHYecKHe H,
BO3MOXKHO, He TeHeTHYecKHe (DaKTOphl, BJMSIOLIME Ha
nposiByieHust MB. B nesom, uem GoJibie GpU3HONaToNOr -
YecKHX 3TaloB B DPa3BUTHH 3a60JIeBaHMS, TeM BhIlIE
BEpPOSITHOCTb TeHETHUECKOH MOAYJIsiUMH. B cooTBeTCTBHH
C COBPEMEHHBIM YPOBHEM 3HaHMH MBI MOXKEM CUMTATh,
yro CFTR uMeeT cTaTyc IJIaBHOTO MaTOTEHETHYECKOro
(hakTOpa JJIsi MAaHKPeaTH4YeCKOH HeNOCTaTOYHOCTH, HO He
ABJISIETCSI TAKOBBIM MJISi GPOHXOJIEFOYHOrO MOpPaXKEHHS:
npeAnosiaraeTcs, YTo MOJHMOPGhHBIE ajjeNd B APYTHX
reHax, HarpuMep reHax, KOHPYIOLIMX (hakTophl BOCTA/IEHHS],
MOTYT H3MEHATh OpaXKeHHe OpraHa BCJe[ICTBHE BJHSHHS
Ha BOCHAJHTEJNbHYIO PEaKIHIO.

T'enbi-MoAU(UKATOPBI

BrinosiHeHa olleHKa psiia NpearnoJiaraeMblX KaHAHAaTHBIX
(hakTopoB MomHdUKaLHK. B HeCKOJBKUX MyOJIHKaLHAX CO-
oBLIaeTCsl O BJIHSHHM NOJUMOP(HBIX (haKTOPOB BOCTIAJIEHHS.
BaxkHble naHHble OBIJIM MOJYYeHH B HCCJENOBaHHH C
MYTaHTHBIMH MbliiaMu. “HokayTHbIE” MBILIH XapaKTepHsy-
IOTCSl CHHXXEHHBIM YPOBHEM BBIXKHBAeMOCTH BCJIE[ICTBHE
MHTECTHHANIBHOM 06CTPYKUHH Cpasy nocie poxnaeHus. OnHa-
KO B pe3yJibTaTe TIATEJbHOH OLEHKH MyTaHTHBIX MbILLIEH
OBLIO MOKa3aHO, YTO >KHBOTHblE MOTHOAIOT B PasHOM
Bo3pacTe. Bbuin BhieseHsl 3 rpynmnsl Mblied. 2KHBOTHEIE
KJaacca | moru6anu B mepBble JHH XH3HH, Kaacca Il — k
MOMEHTY OTJIy4eHHS! OT KOPMJIEHHSI MATEPHHCKHM MOJIOKOM,
Torja Kaxk Mbllp Kaacca Il xusu nonbie. ¥YcraHoJeHa
reHeTHYecKast IeTepPMHHHPOBAHHOCTh BEXKHBaeMOCTH. [1pu
aHa/lM3e CLEMJEHHOCTH BLISIBJIEH JIOKYC MOAMGHKALKH,
KapTHPOBAHHBIH B MPOKCHMAJ/IbHOM PErHOHe 7-H XpOMOCOMBI
MBILIH, OTBETCTBEHHOH 3a (haTajlbHOE raCTPOMHTECTHHAIb-
HOe 1opa)keHHe Y MyTaHTHBIX MblLieH. PernoH, B KoTopom
KapTHPOBaH reH-MOAH(HKATOP, COOTBETCTBYET JIHHHOMY
nyevy 19-# XpoMOCOMBI YeJioBeKa.

Besen 3a HabJ/IOAEHUAMH 32 MbILLIAMH ObIJIO IPOBEIEHO
GoJbLIIOE COBMECTHOE HCCJIeJloBaHHE YeJloBeKa Ha maTte-
puajie 185 CHONHHIOBHIX NMap, KOHKOPAAHTHHIX HMJIH JHC-
KOPJAHTHBIX IO MEKOHHAJNbHOMY HJeycy. BrlsiBJEHHBIH
reHeTHYeCKHH MOH(HKATOP, CBA3aHHbIH ¢ MEKOHHAJIbHBIM
HJIeyCOM, KapTHPOBAH B AJIHHHOM Tteye 19-i XpoMocoMbl
M COOTBETCTBEHHO COMOCTABHM C MOAH(HKATOPOM, OOHa-

py>XeHHbIM y Mbliued [24]. Ha cerogusiuismii IeHb SIBHOTO
KaHAHUJATHOTO reHa B YKa3aHHOM pPerHoHe, CBSI3aHHOTO C
MEKOHHAJIbHBIM HJIeyCcOM, He BHIIBJIEHO. JIaHHBIH perHox
JIOCTATOYHO GOJIBIIONH W COHEpPXKHUT oKoso 140 reHos,
GOJILIIHHCTBO M3 KOTOPHIX He HAEHTH(HLHPOBAHEL.

Heo6xonuMe! GoJblIMe HCCIEOBAHHUS ISt ONPeesIeHH s
NoKanusalMK reHa-Mogudukaropa | MB (CF Modifier
gene 1, CFM1), xoTopbie MO3BOJISIT MPOBECTH CHCTEMa-
THYECKHH aHa/ln3 KaHAWAATHHIX reHoB. MOXXHO CcKa3aTh,
4yTO “ce30H O0XOThl” Ha reHel-MoAHHuKaTopsl MB oduuu-
aJIbHO OTKPHIT.

3akiIo4yYeHUe

HayuHble nocTHXKeHHsI B TeUeHHE MOCIEIHUX JIET IPUBEJIH
K PEBOJIIOLMOHHBIM M3MEHEHHSM B HAlUHWX 3HAHHAX, M-
arHocTHKe M Tepanuu. Hapsiny ¢ HOBBIMH TepameBTHYeC-
KHMHU NepCrneKTHBaMH, MOJIEKYJIsipHast MeMLIHHA obecre-
yuBaeT Bo3MoxHOCTh JIHK-nrarHocTHKH HacJ/ieiIcCTBEHHBIX
3abosieanuil. Msyyenune reHoTun / GeHOTHN KOPPeESLHE
NPH pPasIHYHBIX PaCCTPOHCTBAX IPOAOKaeTcs. Yriybie-
HHe 3HaHHUH O B3aMMOCBSI3H FeHOTHIIA H (heHOTHIA B paMKaxX
HacJIeICTBEHHbIX 3a00/IeBaHHH COMpPSXKEHO C HOBOH HH-
dopmanyer o GU3HONOTHH M HOPMAJIbHOH (DYHKUHH Jle-
(eKTHBIX GeJIKOB, OTKphIBAIOILEH MyTh K HajeueHnio. MB He
SIBJISIETCS MCKJIIOYEHHEeM: HECMOTPSi Ha 3HAUYHTeJbHbIH
nporpecc nocje Beijenenus Cfir-rena, MHOrHe nmaToreHe-
THYECKHe 3Tamnbl 3a00/1eBaHUST OCTAIOTCS HEYTOUHEHHBIMH,
a cobctBeHHO ¢(yHKUHH CFTR OKOHYaTeJbHO He ycTa-
HoBsieHHl. ClienioBaTesbHO, AajIbHEHLIHe HCC/eoBaHHS
reHoTHI / GeHoTHN Koppessiuuii npu MB nomoryT noHsITh
naroreHes sroro 3abosieBaHus. B coOTBETCTBHH C coBpe-
MEHHbBIMH 3HaHHAMH 0 MB ycTaHOB/IEHHBIE TIpaHHIIbI
MeXXJly MOHOTeHHBIM H IlOJIMT€HHBIM 3a60jieBaHHEM He
BCerjia OKasbliBalOTCSl TAKHMH OTYETVIHBBIMH, KaK OXHJa-
Joch. JlonosHUTe/IbHBIE JaHHBIE O MeXaHH3MaX GopMHpo-
BaHHA JiecheKTHOro GeJika MO3BOJIAT YJYUIIHTh H ONTHMH-
3MpOBaTh JHArHOCTHKY, a TaKXe pa3paboTaTh MeTO/b
aJleKBaTHOH HWHAMBHAYaJbHOH TepanuH. Y)Ke CerojHs
6/1arofiapst YTOUHEHHIO 3HaHHH 0 reHOTUN / DEHOTHIT KOp-
pessiuMaX CTaJo BO3MOXHBIM HCYEpIBIBAIOIEe IeHeTH-
YyecKoe KOHCYJIbTHPOBaHHE.
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100 JIET 3BAMECTUTEJIbHOU NAHKPEATUYECKOW TEPAII I/II/Ié
HMICTOPUS CO3JAHMS IIPEITAPATA PANKREON® (ITAHKPEOH™)

Orzen MeXXIyHapOIHOTO COTPYAHMYeCTBa, Solvay Pharmaceuticals GmbH, Hannover, Germany

[pynna c¢apmaneBtuyeckux xomnauuit “Solvay” c
ropzocTsio otMeuaet 100-neTHu# 106uel Hayana paspaboTKu
H [IPOM3BOACTBA (hepPMEHTHBIX npenapartos TMOMXKENYA0YHOH
xeneswl Pankreon™ u Creon™.

IBa xumuxa Franz Thomas w Wilhelm Weber paspa-
60Tajli TEXHOJIOTHIO NIPOU3BOACTBA KHCJIOTOYCTONYHBOIO
npenapara “naHkpeaTHH”. X npHopuTeT Gbla 3aKpenJieH
naTeHToM, AeHcTBUTENbHBIM ¢ 22 anpesst 1900 r. YueHsle
paboTasu B HebGoJbLIiolH KomnaHuH “Chemische Fabrik
Rhenania AG” B Aaxere (lepmaHHsi), HMeBLIEH HEKOTOpBIH
OMNBIT B MPOHM3BOACTBE MaHKpeaTHHAa M3 MOMXKEJSYyNOYHOH
Keunessl cBuHel ¢ 1897 r. CorylacHo onucaHuio H306pe-
TeHHs K nateHTy Ne 128419, nepBriii KHCIOTOYCTOMYHBLIH
npenapar ¢epMeHTa MoIKeayao4HOH xeJessl [TaHKpeoH
TIOJIyYHJIM TTyTeM ClelHabHOH 06paboTKU CMecH MaHKpea-
THHA C TAHHHOM. :

CeroziHsi 3aBOJ BEINYCKaeT MPOAYKLHIO, SKCIIOPTHPYe-
myo B 70 cTtpaH MHpa, H paGoTaeT B IOJHOM COOTBET-
CTBHH C MEX/IyHapOIHBIMH CTaHAApPTaMH MPOH3BOACTBA
(GMP), uto ynoBneTBOpsieT pasiMuHble HaJI3OPHEIE OpTaHH,
HanpuMep YmpaBJeHHe MO CaHHTapHOMY Haj30py 3a

KauecTBOM MeJHKaMEeHTOB M NpoayKToB muTtanusi CIIIA
(FDA).

CospemeHHbIE npenaparthl HepMEHTOB MOIXKeyIOUHOH
JKeJIe3bl IOJKHEI YAOBJIETBOPSATh TPEGOBAHUAM KauecTBa,
6€30MacHOCTH H 9KOHOMHYECKOH 3((eKTHUBHOCTH.

IIponsBopuTeb 06513aH 06eCeYnTh HEOOGXONUMOe Ka-
YeCTBO MPENnaparos, T.e. OTCYTCTBHE IIPUMeECEH, CTabHJIb-
HOCTb M JIOCTATOYHOE COJiepPXKaHHe aKTHBHOrO (hepMeHTa
(B cooTBeTCTBHH ¢ TPeGOBaHHSMH (hapMaKOMNeH, pHMeHs-
eMBIMH K GOJIbIIHHCTBY MHILEBAPHTENbHBIX PePMEHTOB —
JIHNa3bl, aMHJIa3bl | poTeas). PepMeHThl — 3TO GeJIKOBbIE
COENMHEHHUS] H MX AaKTHBHOCTb CHHXKaeTcsi TOJ BO3JeH-
cTBHEeM OHoJorHueckod cpenpl. IToatoMy Bo usbexxaHue
CHHXXEHHSl MX aKTHBHOCTH NpPH XpaHEHHH B TEueHHe
JJIATENBHOTO BPEMEHH HJIH JI0 KOHLA CpOKa TOMHOCTH
NaHKpeaTHH U PyrHe npenaparthl MOIKENyOUHOH JXKeJle3hl
cJIelyeT colep>KaTh B MPOXJIAAHOM H CYXOM IOMELIeHHH.

Ocobbie TpeGoBaHHSA MPEABABASIOTCS K 6€30MaCHOCTH
NIpenapaTos, MOCKOJbKY HX NMOTPEeCHTEJSAMH SIBJSIOTCS B
OCHOBHOM HOBOPOXXIEHHbIE, JETH U TOXHWJLIE JIOAH.
ITpenapaThl hepMEHTOB MOMKENYHNOUYHOH XKeJe3s CUHTA-
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I0TCSI HETOKCHYHBIMH H 00J1afaloT cJlabbiM MOGOYHBIM
nefictBueM (BcTpeuaercss y MeHee 1% GoabHbIX). B
OTJIHYHE OT APYTHX IpernapaToB ¢ 060JOYKOH, copepKa-
meit aynparut (Ko-moaumep Me'raxpmosou KHCJIOTHI @?
npH NMPUMEHEHHH IpenapaToB MapKH Creon® (Kpeou®)
y GOJIBHBIX HE BCTpEYasoCh Pa3BHTHSI (hPHOpO3UpyIoLeH
kosoHonatuu [6—8]

Komnaunust “Rhenania” 6pia ocHoBana B 1855 r. Ha
HayaJbHOM 3Talle ee CyLIeCTBOBaHHA OCHOBHBIM IIPOAYKTOM
MPOM3BOACTBA Gbljla cojla, KOTOPYIO MOJY4alH 1O TEXHO-
noruu Jle6sanka (Leblanc). Komnanusi HHTEHCHBHO pasBH-
Bajiack 0 Tex mnop, noxka B 1861 r. Genbruen Ernest
Solvay [2] He u306pes TeXHOJIOTHIO MPOH3BOACTBA aMMH-
auyHOH COMIbl, KOTOpasi OKasasach 3HAYHUTENBHO GoJee 3¢-
(eKTHBHOH C TOUKH 3peHHs (HHaHCOBHIX 3aTpat. B 80-x
rogax Komnauus “Solvay” noryotuna psif 3aBOJOB B
FepmaHuu. MHoTHe 3aBOJAbI, He MOTEpPSBILIHE CaMOCTOSI-
TEJIbHOCTH, TIepPeLIH ¢ TeXHoJoriu Jle6aHka Ha TeXHO-
Joruio Komnauuu “Solvay”.

CloXKHBILIASICA CHTYalHsl CTajJa OAHOM M3 TPHYHH,
noOYAMBIINX YIIPABJSIOLIEro KoMIaHuer “Rhenania” dap-
maueBta Robert Hasenclever co3nath npeanpusThe, npo-
W3BOJSIEE MHOTOHOMEHKJIATYPHYIO TNPOAYKUHIO M 3a-
HSTBCSI BHITOAHBIM (hapMaleBTHUECKHM GH3HECOM.

B centabpe 1900 r. Mathias Gockel, npakTHKYIOILHH
racTPO3HTEPOJIOT, IPEJCTABHII Pe3yJIbTaThl CBOUX Ha6JIIO-
HeHHi 3a GOJbHBIMH, monyyaBlIMMH [1aHkpeoH , Ha 72-#
accambyiee OOIecTBa HEMEIKHX HAYYHBIX HCClleloBaTe-
neit u Bpaueii. ¥ 59% ero nauuentoB (25 us 34),
CTpPajaBLIMX B OCHOBHOM OT GOJIE3HH XKeJNyZKa, JleueHHe
JIaJI0 XOPOLIIHe Pe3yJIbTaThl, BIPa3HBILIHECS B CYLIECTBEHHOM
npupocTe Macchl Tesa (06beKTHBHBI MOKasaTeds) [3].

[ly6aukauusi 3tux pesyabratoB B “Centralblat fur
Srtowechsel & Verdauungskrankheiten” (XKypnan no
3ab0/ieBaHHSIM OOMEHa BelIeCTB M OpraHoB IIHILeBape-
HHUs1), KoTopbid Beies 1 okTsa6ps 1900 r., umena mupo-
KHH OTKIAMK cpenu ero xojer. Komnauust “Rhenania”
NpenocTaBHJa npenapar HaHer0H® Bpayam ellle J10 TOro,
KaK OH MOSIBHJICA B Mpojaxe.

B 1907 r. Julius Bence coobuua 06 3(hheKTHBHOCTH
npuMeHeHHust [TaHKkpeoHa  y 2 GoJIBHBIX AHabeToM, Y KOTO-
pHIX HaGJIONANKCh CHIIBHOE HCTOLIEHHE H YKHPHBIH CTYJI.

Pepnakrtop xypHana “Metabolic & Digestive Disease”
Carl von Noorden, KoTOpbIli BeCbMa CKeNTHYECKH OTHO-
CHJICS K HOBBIM JIeKapCTBEHHBIM cpexactBam, B 1908 r.
noaTBepAna 3¢dexTuBHocTb [laHkpeoHa . Boasee Toro,
0 ero 3akJIo4eHHIo “3¢hGheKTHBHOCTh Mpenapara Mno3Bo-
JISIET BBHISIBUTH BEpOSITHOE 3aboJieBaHHE MOMKeJyHA0YHOH
xedqesn” [4].

B 1909 r. Sorensen u3ay4an BiIHsiHHE HOHOB BOAOPOJA
Ha aKTHBHOCTbH ()EPMEHTOB H BBEJ B OOMXOJ TaK Ha3blBa-
eMBlif TOKasaTesb BOAOPOAHBIX HOHOB pH aia onucanus
Habmonaemoro agpdekra. C 1924 r. s OUEHKH LIes0Y-
HOCTH / KHCJIOTHOCTH PAaCTBOpPA HCIOJb3YIOT CHeLHalb-
Hylo wkany (mas xucaorst pH cocrasaser 0—7, nas
uiesioun — 7—14).

HecMoTpst Ha TO YTO yKe CyLIeCTBOBaJH (hapMakone-
Hble cripaBouyHHKH (Hanmpumep Hemeukas papmakones c
1872 r.), nmpenapathl CyLIECTBEHHO OTJIHYAJHCh APYT OT
Jipyra 1o CBOEMY KauyecTBY, NOCKOJBKY TaKOTO MOHSTHS,

KaK KOHTPOJIb KauecTBa, Ha MPOM3BOJCTBE €llle He CyIle-
CTBOBAJIO.

Curyauus crana mensatbest B 1930 r., xorna Rojahn n
Muller wccaienoBany npenapaThl Ha NMpeAMET COLEpiKa-
HHSI B HUX aKTHBHOTO ()epMEHTa MOMKEJNyIOYHOMN HKeJe3bl.
Onu caenany aHanu3 11 passnyHBIX NpenapaToB U 06Ha-
PYXKHJIH, YTO He BCe M3 HHX cofepxkaT 3 ¢epMeHTa
(sunasy, amunasy, nporeasy), Apyrie rnpenapaThl COAep-
XaT MX, HO B HeOGOJBbLIMX KoJuuyecTBax. [JaHKpeoH
OKasaJiCsl CaMBIM JIYULIHM MIPenapaToM, B KOTOPOM COMIep-
)KaHHe (epMeHTa OCTaBajlloCh CaMbM BBEICOKHM Jiaxe
nocJsie 06pa6oTKH KucjaoToH. M aTo HeCcMOTpst Ha TO, 4TO
B Te BpeMeHa [TaHKpeoH® BBINMYCKAJCS B TaK Ha3biBAEMOI]
TpPaMLIHOHHOH dopme, T.e. B TabieTkax 6e3 060JOUYKH.
B 1941 r. Heinz Buter noaTBepauJ nojyuyeHHble paHee
PesyJIbTaThl, NOLYEPKHYB, UTO H3 11 npoBepeHHHIX mpe-
napatoB IlaHKpeoH mnpH camMoM MajioM Bece TabJeTKH
COJIEPXXHUT HauboJIblllee KOJHYECTBO aKTHBHBLIX (DepMEHTOB.

OkphlIeHHOE YCIexoM HaHerona® PYKOBOJICTBO KOM-
naHuu “Rhenania” pelInyio NepeMecTHTh MPOH3BOJACTBO
u3 Cronbepra 6;1u3 AaxeHa Ha HOBBHIH 3aBOJL B AJITOHE.
B TeueHue nocnenyiomux JeT KOMIAHHS MOJIYyYHJIa HeC-
KOJIbKO ITATEHTOB Ha HOBOBBEZIEHHSI, MTO3BOJISIIOLLHE YCOBEP-
IIEHCTBOBATb TEXHOJIOTHIO W MPOU3BOJICTBEHHBIN MpOLECC.

CauBunch ¢ apyrumu Komnauusivi (8 1920 r. npuco-
epuHunacek “Verein Chemischer Fabriken” B Manreiime,
B 1925 r. — “Kunheim & Co” B Bepauue), “Rhenania”
pa3pocJsiach, H ee PYKOBOJACTBO Nepeexano B BepJnH.

OpmHako Jnis JalbHEHIIero pas3BUTHS MpeAlpHSATHSA
TaKOro MapTHepPCTBa OBLIO HeAOCTaTOYHO. Bekope OblIH
MOANMKCAHbl COOTBETCTBYIOIIKE corJyaiieHuss 1 B 1928 r.
obpasoBaHa HoBas kKomnauus — “Kali-Chemie AG” ¢
oucoM B aAMHHHCTPaTHBHOM 311aHuH PeHanusa-KyHxeiim
B Bepaune. B konue 1935 r. ¢upma “Krause-Medico
GmbH” B MioHXeHe, MPOH3BOAMTENb MaHKpeac-AHCIepT,
u “Chemische Fabrik Gustrow AG” cauiuch ¢ Kommna-
Hueit “Kali-Chemie”, urc SIBUJIOCH BaXKHBIM LIAroM Ha
NyTH YKpeIvIeHUs! MO3HLHHA HOy-Xay B 06JIaCTH TeXHOJIO-
THH U (hapMaleBTHYECKOM CEKTOpe.

B mapte 1945 r. “Kali-Chemie AG” npuuuioch nepe-
exaTb B Sehnde okoio ['aHHOBepa B CBSI3H C TMOJHLIM
paspylleHHeM aMHHHCTPAaTHBHOrO 3laHusl B BepJnHe.

B 1951 r. B pacnopskenuu “Kali-Chemie AG” oka3a-
JIUCh HOBBIE aAMHHHMCTPATHBHBIE 3[aHHUS W J1aGopaTOpUH
HenocpencTBeHHo B ['aHHoBepe, a B 1960 r. — 3aBox B
Neustadt 6aus 'annoBepa. C 1966 r. xommaHusi HmMeeT
COGCTBEHHbBIE MOMELIEHHS IJisl HCCJIENOBaHHH.

Komnanus “Solvay” taxxe noctpanana B roasl Bro-
poli MHDOBOH BOHHBI W MOTepsijia 3aBOAbl H (DHJIHAJBI,
OCTaBLLIHeCS NQcJle pasjiena cTpaHel B BocroyHoit ['epmanuy.
JI1st yCHJIeHHst CBOEro MpHCYTCTBUS B ['epMaHuu U UBep-
cubukauuu nesreabHocTd B 1953 r. rpynna xommaHu#
CouBelt npuoGpeTaeT KOHTPOJbHEIH NMakeT akuuit “Kali-
Chemie AG”.

B tom xe 1953 r. Balzer u Werner noatBepaniu
BBiCOKOe KayecTBo ITaHkpeoHa™ kax ofHOro u3 npemnapa-
TOB, Hapsuy c Combizym® (Kom6usum®) u Festal
(Pecran), ¢ MOMOIMIBIO KOTOPHIX MOXKHO OOECNEYHTH
TIOCTYIJIEHHE 3HAYMTEJIbHBIX KOJHYECTB aKTHBHBIX MaH-
KpeaTHYeCKHX (DEpMEHTOB B XKEJYIOYHO-KHLIEYHbIH TPAKT.

— 121 —



CpaBHeHHe pasJIMYHBIX NMPOAYKTOB, MO KpaiHel mMepe
110 CO/IePXKaHHIO aKTHBHOrO (epMeHTa, cTaso OoJiee Ha-
JIeXHBIM C BBeJleHHeM CIeHHaJIbHBIX MeXIyHapOAHbIX
enunul, — FIP (Federation Internationale Pharmceu-
tique), T.e. CTAaHAAPTHOTO METOAA H3MEPEHHST KOHIIEHTpa-
IHH H aKTHBHOCTH (h€pPMEHTOB.

Komnauus “Kali-Chemie AG” BHHMaTeNbHO CJIefHJIA
3a Hy>KJlaMH TTOTeHLHaJIbHBIX TOTPeOHTENEH H CHCTEMATHYECKH
BhIIyCKaJla B TPOJaxKy HOBble npemnapaTbl: [TaHKpeoH
IJIsl AeTel — PO3OBHIH IMOPOIIOK, CoAepKALMH TaHKpea-
THH H BKycoBble 106aBKkH (B 1960 1.), a Takxxe [Tankpeon
B rpanyjax (6e3 060/104KH), pa3paboTaHHBIH A/ TOrO,
4YTOOBl 3aMEHHUTb IIJIOXO CMEUIHBAIOUIHECS C XHMYCOM
TaOJIeTKH M pelIMTb Npo6JeMbl 3aNepXKKH PacTBOPEHHS
HEKOTOPHIX TabJIeTHPOBAHHBIX MPENapaToB B 060JI0UKeE.

TpapuumonHo Tabaerku [laHKpeoHa conepxkanu 3Ha-
YHTeJIbHBIH H3OBITOK (DEPMEHTOB JUIsS TOTO, UTOOHI JOCTa-
TOYHOE HX KOJHUYECTBO CMOIJIO JOCTHYb TOHKOrO KHIIey-
HHKa, HeCMOTpsl Ha JieHicTBHe KucJyoro cekpera. Hemo-
CTaTKOM B JJAHHOM cJlyyae SIBISIeTCS TO, YTO MPUXOAUTCS
NpPHHHUMAaTh OOJbllIHE A03bl (DEPMEHTOB.

Tak HasbiBaeMasi alleTOHOBAasi TEXHOJIOTHS MOMYUEHHUST
nankpeathHa (1900— 1966) cocTOUT B 06€3KUPHBAHHH
H JIeTHipaTalliH ChIpbs alleTOHOM. ITpu 3TOM mpoucXomuT
3HayMTesbHas 110Tepsl aKTHBHOCTH (hepmeHTa. BHepeHHas
BIIOCJIE/ICTBHH TEXHOMOTHsI iHodHan3auuu (1967—1988)
TMO3BOJIHJIA CBECTH MOTEPI0 AKTHBHOCTH MeHee yeM K 5%,
OIHaKO MpobJyiemMa BLICOKOH 3arpsi3HeHHOCTH IaHKpeaTH-
Ha G6aKTepHsIMH OCTajach.

Ycuiust Mo COBEpIIEHCTBOBAHHIO KayeCTBa BBITYCKAeMOro
tdepmeHTa M CTpeMJIeHHe YHOBJETBOPHTb TPeGOBaHHSAM,
Hanpumep Papmakonen CIIIA, BbMIHCL B paspaboTKy
HoBo# T-texHosoruu (1977—1999). Ona 3akiouaeTcs B
NPOTHBOTOYHOH KCTPAKLUHH (DePMEHTOB AHXJOPMETAHOM
¢ nocJjieayioled pacnblIHTENbHONH CYLIKOH H MO3BOJSIET
HE TOJIbKO MOJIYYHTb BBICOKOKA4YeCTBEHHbIH Ge3BOJIOKHH-
CThIH MaHKpeaTHH 6e3 NaTOreHHbIX MUKPOOPraHH3MOB, HO
H IIOBBLICHTb aKTHBHOCTb JIMNaskl 10 6osiee yem 50 000 en.
FIP B LT

JlocTHXXeHHS! B 06JIaCTH COBEPLIEHCTBOBAHHS TEXHONOTHH
U TECHOe COTPYIHHYECTBO C MENULMHCKHMH CITEIHAIHCTAMH,
accolHauUsIMH GOJbHBIX U YHHBEPCHTETAMH BBUIHJIHCH B
pesyJsibTaTe B pa3paGoTKy HOBOTO NOKOJIEHHS] IIpenapaToB
THOKEJTYIOYHOH KeJle3bl MapKH Creon® (eron®), MIPEeMHHK
HaHerona® c 1983 r.

Ha cxoToGoiHAX, HMEIOIHX COOTBETCTBYIOLIHI CepTH-
¢ukar, nocjie BeTepHHAPHOH HHCMNEKUMH Y 3[0pPOBHIX
CBHHEH yNansioT MOMKEJNYAOUHYIO XeJse3y, XpaHST NpH
temnepatype —20°C, a 3aTeM JOCTABJSIOT Ha 3aBOJi, He
JlonycKasi pasMopakKMBaHHA nponykTa. [TomkenynouHas
JKejie3a CBUHEH COJIepKHUT MPUMEPHO TaKoe XKe KOJMYECTBO
(depmeHTa, Kak XeJje3a yesoBeKa, H HMEeT JOCTaTOYHO
GoJiblIMe pasMephl MO CPaBHEHHIO C JKeJe30H ApYrux
XKHBOTHBIX, UTO JIeJlaeT 3TOT MPOAYKT HanGoJee npearoy-
THTEJbHBIM ChIPbEBHIM MaTepHasoM MJIsi MPOU3BOJCTBA
(hepMEeHTHBIX MpenapaTos.

3amMopoXKeHHEBIe XKeJle3bl H3MeJIbYAIOT H BhIIEPXKHUBAIOT
B pacTBOpe, COJiepXKalleM BoAy, 6MKapGOHAT HaTpHSl H
M3O0MPOINMJIOBEIH CUPT. [ HHULKALKMK THAPOJH3a JI0-
0aBJSIOT XHAKYIO 3aKBAaCKy, CONEpXallylo TPHUICHH B

GousblIoON KOHUEHTpauuu. st crabuiausauuu epmeHTa
HCIIOJIb3YIOT PHAPOOKHCH Kasblus. [HApOIMa npekpalaoT
IyTEeM IOBBILIEHHS] KOHLEHTPALMH H30MPOITHJIOBOIO CITHPTA.
ITpoo/mKHTENbHOCTD THAPOJIH3A PETYJIHPYIOT TEMIIepaTy-
poit (cHHXeHHEM).

[Tocne rupponusa OTHENSIOT BOJOKHHCTYIO 4acThb, a
OCTaBLUHEeCs B pacTBope (epMEHTHl OCaXKAAIT IyTeM
JlajibHEeHLIero MOBBILIEHHS! KOHIEHTPALKH H30MPONHJIOBOrO
criupra. I1pu aTOM HH3KOMOJIEKYJISIpHBIE GEJIKH OCTAIOTCS
B pacTBope. 3aTeM CJeLYIOT CTaAuH pasfiesieHHs H Mpo-
MBIBKH, TIOCJIe Yero BJIAXKHbIH NMaHKPEaTHH MOCTYNaeT B
BaKyyMHYIO CYLIHJIKY, IJie H3 Hero ypajasercs Baara. Ha
BBHIXOJIe M3 CYIIHJKH BJIQXKHOCTb IPOAYKTAa COCTaBJISIET
menee 3,5%. :

3arteMm ciefyloT 3KCTPY3HSI, OKpPyIJIEHHEe YacTHL, MpH-
Nanue UM chepHyecKon GopMbl U MIOKPHITHE X 000JOUKOH,
Tocjie Yero roToBble MHKpocdephl pachacoBLIBAIOTCS B
TBepJble JKeJATHHOBbIE KalCyJbl PasjHYyHOro pasMmepa
HJIH TTaKEeTHKH.

B Hacrosiiee BpeMst BetyTcsi papMak0oIKOHOMHUYECKHE
Hceaenobanus. ddpdextuBHocTh KpeoHa  6bljia mokasaHa
B MHOTOYHCJIEHHBIX KJIHHHUYECKHUX HCCJIE/IOBAHHSIX.

3amecTHTeJbHAS TEPANHs C IPHMEHEHHeM (HepMEeHTOB
TIOJUKEJTYIOYHON JKeJle3bl MoKa3aHa JJisi KOPPEKIMH CHMII-
TOMOB MaJIbJIMT€CTHH H Ma/lbaGCOPOLHHU B CBSI3H C CEKpe-
TOPHOH HEJ0CTATOYHOCTBIO MOJKENYNOUHON JKeJeahl, pas-
BHBAIOIEHCS B pe3yJbTaTe pPas3jIHYHBIX 3a60/IeBaHUH H
COCTOSIHHH. 3aMecTHTesNbHasi Tepamnusi WrpaeT KpawHe
Ba)XKHYIO POJIb B JIEUEHHH HACJIE[ICTBEHHBIX 3a060JIeBaHHH,
HampuMep MyKoBHCLHA03a- [9], pasnuunbX dopm maHKpea-
tuta [10,11], a TakXKe npH COCTOSHUSAX MOC/Ie XHPYPTH-
yecKoro BMewatenbcTBa [12—14]. dnunemuonoruueckue
M KJIMHHYECKHEe JIaHHBIe TOMOTYT BEISIBHTB POJIb 3aMECTH-
TEJILHOH TeparnuH NpH APYrux 3a60JeBaHUsIX, CBA3aHHBIX C
HENI0CTaTOYHOCTBIO (PePMEHTOB MOMKENYIOYHOH XKele3Hl,
HarnpuMep caxapHoM auabete [15,16].

Hosy depmeHTa ciiefyeT noaGHpaTh HHAMBHAYAJIBHO B
3aBHCHMOCTH OT TSDKECTH 3a00JIeBaHHMSI MJIH CTEeIeHH
CEKPETOPHOH HeJOCTaTOYHOCTH, MOCJIEeoNepalMOHHON CH-
TyalllH H MCXO[S M3 COCTaBa NPHHUMAEMOM THILH.

B 1esiom Bo BpeMst OCHOBHBIX IPHEMOB MUK PeKOMEeH-
ayemasi nosa coctasisier He MeHee 30 000 en. Jsunasel.
JlocTaToYHOCTL NO3BI MOXHO ONpEAENHTb 10 COfepxKa-
HHIO XKHpa B cTyJe GosbHoro. He cienyer npousBoauTh
pacyeT 03bl TOJBKO Ha OCHOBAHHMH KIMHHYECKHX CHMII-
ToMOB. [IpenapaThl (hepMEHTOB MOMKENYAOUHOH JKeJe3bl
HaJlo IPUHUMATh NPH KaXJIOM MpHeMe MHIH Hernocpes-
CTBEHHO BO BpeMsl eJibl JIM6O 3a OJMH pas yepes HeKOTo-
poe BpeMms nocJie Hayajla npHeMa MHILIHM, JH60 AByMS—
TPeMsi MIOPLUMSIMH BO BpeMs NMpHeMa IHILH, HO He Iepej
efioft (3a MCKJIOUEHHEM Ma/IeHBKHX JeTel) HIH T0CJIe Hee.

IIpenapatbl Mapku KpeoH™ BEIycKaloTCsi B pasJnu-
HBIX (hapMakoJorHyecKuXx GopmMax U KOHIUEHTpaUHSaX s
BCEX BO3paCTHBIX rpynn GoabHbeix (Hanpumep, Kpeou
ans netedt, copepxamuit 5000 en. nunassl, WM craHaap-
THHIH mnpenapar, comepxawmit 10 000 exn. Junassl B
cooTBeTcTBHH ¢ EBponeiickoit dhapmakoneeit). C navana
90-x ronos XX Beka KOMIAHHsI Hayala BEITYCK KOHLEHT-
PHPOBaHHBIX MperapaToB Jimasbl 1o 20 000, 25 000 wau 40 000
MEXAYHapOIHbIX eMHHLL. C HX NOSIBJIEHHeM YHaloCh J0C-
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THUb 3HAYMTEJIBHOTO INpOrpecca B JIEUEHHH B3POCJBIX
60JIbHBIX MYKOBHCIHAO30M HJIH NMaLHEHTOB, NepeHeCcIIHX
naHkpeaTsakToMuio. ITpu 3TOM MOBHICHJIACHL CTENeHb CO-
6JIOICHHST peXKUMa ITPHEMa, TTIOCKOJIbKY BEICOKOE COfIepKaHHe
(epMeHTa B JieKapcTBe MO3BOJISET CHH3HTb KOJHYECTBO
NPHHHMAaeMBIX B ieHb Kancyd [17—19].

Llesbi0 3aMECTHTENLHOM Tepanuy sIBJseTcs H0CTaBKa
JIOCTATOYHOTO KOJMYECTBA AKTHBHBIX (hepMEHTOB B IpO-
KCHMaJIbHBIH OTHEJ JABEHaAUATHIEPCTHOH KHIUKH. JTa
Le/ib JOCTHTAeTCsl CJAeAYIOIUMHU MY TIMH.

Kancymmposannas ¢popma

JTpeumyILeCTBO KalCyMHPOBaHHBIX JIEKAPCTBEHHBIX (hopM
Hajl OOLIYHBIMH, HanpUMep TabJeTHPOBAHHBIMH, YCTAaHOB-
neHo [20,21]. B Hacrosiiee Bpemsi MpeAnoYTeHHe MpH
JIeUEHHH TIepeyHC/IEHHbIX Bblllie 3a60/1€BAHHH OTAAIOT HMEH-
HO KalCyJMPOBAHHBIM Npenaparam, MpeACTaBASIOLIHUM
coO0M KeJJaTHHOBBIE KalCyJibl, 3aMoJHEHHble COTHSMH
MOKPBITBIX 060JIOYKOH MHKpochep WM MHHH-MHKpochep
depmenTa [22]. Pasmep kancyast Kpeona® 10 000 (mosiBus-
merocst Ha puiHKe B 1996 r.), comepKaiero MHHU-MHK-
poctepsl (epmenTa, sHauuTeabHO (Ha 50%) MeHblue,
YyeM pa3Mep OpPHTHHAJIBHOH KamnCyJibl, YTO CTAJO BO3MOXK-
HBIM GJiarofiapsi BHEJPEHHIO HOBOTO TEXHOJOTMYECKOro
npouecca (cM. BbILE).

ITocsie 0CBOOOXAEHHUS U3 TBEPAOH »KeJaTHHOBOM Kall-
cyasl (kamcyna pactBopsietcsi yepe3 1—2 MuH mocine
KOHTaKTa C YKHJKOCTSIMH B OpraHuame) 60JIbLIoe KOJHYe-
CTBO YaCTHII, COAEpXKalKX hepMEeHTH, paBHOMEPHO pac-
npenessieTcss 1o xeayaxky. baaropapst aToMy obecrneyu-
BaeTcst Xopolliee CMeIIHBaHKHe (hepMeHTa ¢ XHMYCOM, YTO
HHTEHCH(HIMPYET MHUILIEBApPUTEJbHBIN Npolecc 3a cyeT
GoJibLLIEH MJIOIIAAH KOHTAKTa.

Pasmep muxpocdep

B HeckonbkuX paborax Oblja NMoKasaHa poJjib pasMepa
YyacTUl JUIsi ob6ecreuyeHHs WX BLICOKOTO KOJIMUECTBa B
JIBEHaIIaTHIIEPCTHOM KHlIKe B (hase muieBapeHus. s
TOrO YTOGH (hEPMEHT MOKHUHYJI XKEJYLOK H MpoLIes yepes
IPUBPATHUK BMECTe C IHIIeH, AUaMeTp YacTHIl AOJKeH
6uiTh 1,440,3 MM [23].

[Ipenapartsl, copepxKaiie cdepsl MEHbIIETo AHAMETPa
(1,0—1,2 mm), npumepHo Ha 25% 3¢dpeKTHBHEE NpenapaTos,
cozieprKalluX yacTuie! 6osburero auamerpa (1,8—2,0 mm).
DTH JaHHble OBIIM MOATBEPXKAEHB! JOMOJHHTENbHBIMH
uccnenoBanuamMu [26,27] ¥ nocayXuin ocHoBaHHEM VISt
pa3paboTKH NpenaparoB, COAePKAIMX MUHH-MHKPOCHEpHI.
Bosbliasi yacTh 4acTHL, B TaKHX fIpernaparax HMeIoT B
auametpe 1 MM, a BooG1ue paamep cdep B HUX Kosiebaercs
or 0,7 mo 1,6 MM, 4TO B HacTosiliee BpPeMsI CUHTAETCS
onTtUManbHbIM [28].

3ammTa OT JeHCTBUSI KUCJIOTHI

[Tankpeatuueckas Junasa KpaiHHe HEYCTOHYHBA B KHC-
JIOH cpejie ¥ HeoO6paTHMO HHaKTHBHpYeTcs npu pH menee
4,0. B cBsi3H ¢ 3THUM A5l JieyeHUs OOJIbIIMHCTBA (hopM
CeKpeTOPHOI HeNOCTATOYHOCTH MOMXKEJYJOUHOH XKeJle3bl
NpeAnouTHTENbHEE HCIOJb30BaTh NpenapaTsl B 060J04Ke
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Puc. CpasHutenbHas xapakTepucTuka CKOPOCTU BbICBOBOXAEHUA nvunassbl
W3 PasnuyHbIX NaHKpeaTuieckux npenapatos (no Huwel n coasr. 1996 [33]).

[29,30]. Mukpocdeps hepmeHTa B mpemapatax MapKH
KpeoH~ mOKpBITE 060JIOYKOM W3 (hTajnata THAPOKCHME-
tusuesunonossl (HP55), uto o6ecrnieunBaer 98 % samuty
oT aeficTBHs KucaoTs [31,32].

ITapameTpsi pacTBOpeHUs

Jns addekTHBHBIX NpenapaToB (epMEeHTOB MOMKey-
JIOYHOH JKeJjle3bl XapaKTepHO OLICTpoe BHICBOOOXAEHH
depmenTos (6omee 80%) no moctuxkenuu pH 5,5. Kpeon
obecneuynBaeT rnocTeneHHoe BhicBo6oXnenue 6oinee 90%
tdepmenToB npu pH 5,5 uin Bhille yepes 45 MHH, B 4eM
NPEBOCXONMT APYrHe aHaJoruyHele npenaparhi [33]. Ana-
JIOTHYHBIE Pe3YJIbTAThl ObLJIM MOJNyUYEHbl B HCCIEHNOBAHU X
in vitro ¢ Kpeonom® 25 000 (puc.).

[Ipenaparst MapkH Kpeo HasHayaloTCst BpayaMy yallle,
YeM HX aHaJIOTH, H, CJIeN0oBaTeJbHO, HX JAEHCTBHE SIBJIS-
eTcs HauboJiee JOKYMEHTHPOBAHHBIM.

XoTs ¢ NOMOLIBIO COBPEMEHHBIX MpenapaToB yHaeTcst
5(hEKTHBHO KOHTposMpoBaTh cuMnToMbl y 90—95%
GOJILHBIX C CEKPETOPHOH HENOCTATOYHOCTBIO MOMXKeJy-
JIOYHOH JKeJie3bl, MPOAOJXKAIOTCS PaGOThl MO COBEpLIEH-
CTBOBAHHIO 3aLHTHBIX CBOHCTB OOGOJOYKH H MOAGOpY
ONMTUMAJILHOTO pa3Mepa YacCTHL, BKJIOYasi Mpenaparhl
MaHKpeaTHHAa, PaCTBOPHMOrO B BOJE.

B ciyyae noHHXeHHOH YyBCTBUTEJbHOCTH K Ipenapa-
TaM Ha OCHOBE CBHHOrO MaHKpeaTHHa HJIH TpPH.ee OTCYT-
CTBHH, a TaKXKe NPH JieYeHHH GOJIbHBIX, BO3paXKaloLIMUX
NMPOTHB NPHMEHEHHS TaKWUX IpenaparoB, HampuUMep B
CHJIy PEJIMTHO3HBIX COOOpaXKeHHH, MOXKHO HCMOJIb30BaTh
aJlbTepHATHBHEIE TIPenapaThl Ha OCHOBE YKEJNYIOUHOH JIH-
nasel, a TakXe (HEPMEHTOB, MOJYYEHHbIX MeTOaMH GHO-
TEXHOJIOTHH W3 TPHOKOB H MHKPOOpPraHH3MOB.

Komnanust “Solvay” paspabaTbiBaeT M Tpejjaraet
HaJleXKHble M BbICOKOKaueCTBEHHbIE NpenapaTsl H HajeeT-
¢Sl TaKMM 06pa3oM yJIOBJIETBOPSITh MEAHLMHCKHE HYX/IbI
norpeGuTesied ee NPOAYKUMH B TeUEHHE CJEAYIOLIHX He-
CKOJIbKHX CTOJIETHH.
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E.A.3opuna, H.IO.Kawupckas, H. 1. Kanpanos, U.A.Ocunosa

COBPEMEHHBIE METOJIbI TUATHOCTUKHA 1 TUATHOCTUYECKHE
KPUTEPUU MYKOBHUCIIHUJIO3A

Mennko-reneTnueckuii HayaHsiit uentp PAMH, Mocksa

Myxkosucungos (MB) — camoe pacrnpocTpaHeHHOe
TSXKEJIoe MOHOTEHHOe HacJIeICTBEHHOe 3a00JieBaHue Ye-
JioBeKa, NaTo(M3HOJIOrHYeCKH XapaKTepHaylolleecs Ha-
pyLIeHHeM HOHHOTO TPAHCIIOPTA B SMUTEJHH 3K30KPHHHBIX
Kesies. [IpHUHHON 3THX HapYIUEHHH SIBJSIOTCS MYTalMH
reHa MB, OTBETCTBEHHOro 3a H3MEHEHHE CTPYKTYpHl H
(yHKUMH TpaHcMeMOpaHHOro peryJsitopHoro 6esaka MB
(MBTP), nocsieiHH#i B HOpME JIOKAJIH3yeTCsl B alHKaJlb-
HOM y4acTKe [1J1a3MOJIEMMBl SMTHTEIHAIbHEIX KJIETOK, Bhl-
CTHJIAIOIMX BHIBOJAHBIE MPOTOKH 3K30KPHHHBIX XKeJe3

(mokenyRoYHOM XKeseasl, KHIIeUHHKa, GPOHXOJIero4Ho
CHCTEMBI, YPOT€HHTAJBHOrO TPaKTa) H peryJupyeT aJek-
TPOJUTHBIA TpaHcnopT [1].

B 1938 r. ameprkaHckuM natosoroanatomoM /. Andepcon
MB 6511 BEIIEJIEH KaK CaMOCTOSITE/IbHAst HO30JI0THUYeCKast
eIMHHLA; el0 BIepBble OblIa OMMcaHa KJIHHHYeCKasi W
NaToJIoro-aHaTOMHYecKast KapTHHa 3TOoro 3aboJieBaHHS.
Ho nuuws cnycrst 15 ger, B 1953 r., du Canm-Aznese
OTKPBIJI OfIHH M3 OCHOBHBIX IHArHOCTHYECKHX NMPU3HAKOB
MB — noBeuitieHHOe coaepxkaHue (B 2—5 pas) anekTpo-
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JUTOB B moTe y OoabHbix MB. MeTton onpeneneHus
XJIOPHAOB B 1oTe Obla paspabotaH B 1959 r. I'ubcornom
u Kykom u 10 cux nop siBasieTcs: “30J10THIM CTaHAapTOM”
NPHXXH3HEHHON auarHocTuky MB [2].

[onoxurensHsiM (noaTBepXKAAOIMMM AHarHo3 MB)
MOTOBHIH TECT CYUHTAETCS, €CJIH XJIOP B MOTE NpeBbIIaeT
60 mmoub/ a1 CyiecTByeT norpanuyHas 3oHa ot 40 zio
60 mmosb /. TIpH Takux 3HaYeHHsX MOTOBOTO TeCTa
HEeOOXOMMO YYHTHIBATh KIHHHYECKYIO KapTHHY 3a6oJie-
BaHHS, IOTIOJIHUTENIbHBIE METO/bl 06CJIeIOBAHKS, TIPH BO3-
MOXKHOCTH TIeHeTHuecKoe oOC/eloBaHHE pe6eHKa s
JIOCTOBEPHOCTH JAuarHo3da. OTpHLAaTeJbHEIM CUMTAeTcs
TMOTOBBI TeCT ¢ XJopuuamu Meree 40 mmous / 1. Ciientyet
MOMHHTB TaK¥XKe, YTO CYIIECTBYIOT JIOXKHOOTPHLIATE/bHBIH
H JIOXKHOIIOJIOXKHUTEJbHBIH TMOTOBblE TeCThl. TakK, JIOXKHO-
OTpHUATEJIbHble Pe3yJbTaThl MOTOBLIH TECT MOXKET AaTh
y nereit 60bHBIX MB ¢ HanMureM 6e36€eKOBBIX OTEKOB,
MO JIMKBHAALMH KOTOPHIX TECT CTAHOBHUTCS TOJIOXKHUTEb-
HBIM, a TaKXe TpH JeyeHuu aHtubuotukom Cloxacillin.
JIOXKHOMOMOXKHUTEJIbHBIE Pe3yJbTaThl MOXKHO NOJYYHTh Y
GOJILHBIX CO CJIEAYIOLMMH COCTOSIHUAMH [3]:

1. He neyennas HaanoyeyHHKOBAst HEOCTATOYHOCTD.
2. DKTojepMaJibHas JHUCIIA3HS.

3. Hedporensnii HecaxapHbIH qua6er.
4. Tunotupeos.

5. Pesko BbipaxkeHHast runoTpodus (Kaxekcus).
6. MykonosxcaxapHuos.

7. dyko3unos.

8. CemefiHBI} X0secTas.

9. TnukoreHos 2-ro Tuma.

10. TlceBporumoanbAOCTEPOHHSM.

11. AfpeHOreHHTANLHBIH CHHAPOM.

12. XpoHHYeCKH# MaHKpeaTHT.

13. BUY-undekuus.

14. Jedbuuut rioxoso-6-docdarassl.
15. Cunnpom KnsiindpenbTepa.

16. CemeiHbll rumnonapaTHpeos.

17. Cunappom Maypuaka.

18. HepBHasi aHOpeKcHSI.

19. Artonuueckuil 1epMaTHT.

20. TunorammarJsio6yJIHHEMHSI.

21. Ueauakus.

Onpenensisi xnopuasl nora meronoM [ubcona—Kyxa,

HeOGXOAUMO COBJIOAATh CaefylouHe yeaosus [4]:

— TeCT JOJKEeH NMPOBOAHTLCS B JaGOPATOPHH CHIELHANBLHO
06y4YEeHHBIM MEePCOHAJIOM;

— TMOTOBBIH TECT HEOOXOAMMO NMPOBOAUTE 3 pa3a;

— HaBecKa I110oTa 0/KHa ObiTh He MeHee 100 mr;

— Y B3pPOCJILIX H MOAPOCTKOB YaCTO HAGJIOAAIOTCS MTOBbI-
LIeHHble 3HAYeHHS! XJOPHJOB IOTa, B CBSI3H C YeM
HeoOXONMMO MPOBOAUTH MPOBOKALMOHHBIH IMOTOBBIH
TECT C BBEJIeHHEM IVIIOKOKOPTHKOMJIOB.

HecmoTps Ha cBolo cneuuduyHocTb, MeTon [ubcona—
Kyka siBnsieTcsi JJIMTENbHBIM, TPYAOEMKHM H 3aBHCHT OT
OMbITA TMPOBOASILIEr0 €ro 4esjoBeka. B CBf3M ¢ 3THM
MOCTOSIHHO BeIyTCSl Pa3pabGOTKH anmapaToB, KOTOpble
NO3BOJMHJH Obl YHH(HUHPOBATH METOAHKY, COKPATHTh
BpeMsi POBENEHHS TECTA U YMEHbIIHTh KOJIHYECTBO 110Ta,
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Puc. Cpasunrenbuaa YacToTa COoBMnageHuii pesynbTaTtos NOTOBOro Tecra u
AvarHosa MyKoBuCUMAO03a NPU PasNUYHbLIX MeToAax uccnenosaHns.

HeoOXoHMOe Ui MOCTAaHOBKH AHarHosa. B cepenmue
80-x rofioB B MpaKTHKY OblLIH BHEAPEHH anmnapaTthl Mak-
ponakt U CF-uHIMKaTOp aMepHKaHCKHX dupm “Beckop”
u “Crandugpapm” pist CKpHHUHT-IHATHOCTHKH MB.

Makpozakt BK/ouaeT B cebst anmapar Ajs HoHogopesa,
KOTOpHIH paboTaeT oT ABYyX Gartapeit mo 9 Br kaxpas; 2
3JIEKTPOJla, HaKJafblBaeMble Ha NpeanJieyube; KOMIJIEKT
TMUJIOreJIEBBIX JMCKOB; KOJUIEKTOp-MaHXeTa s c6opa
1noTa, KoTopas INIOTHO MPHKJIAAbIBAETCS Ha MECTO HOHO-
¢opesa, noT yepes oTBEpCTHE, HaXOAALIEeCS HA HHXKHEH
MOBEPXHOCTH MaHXKeThl, COGHpaeTcs Mo CNHpajid B Ka-
nuisip. OH B CBOIO oyepelb MEPEeHOCHTCS Ha ammnapat-
aHa/Ii3aTop, B KOTOPOM 3aKJIOUEH 3JIEKTPOA, OMpeels-
IOLIHH KOHLEHTPAUHIO XJIOPHAOB MOTa.

CF-unnuKaTOp npeAcTaBisieT co6oi anmapat AJisi HOHO-
topesa, Ha KOTOPBIH HaKJIaAbIBAIOTCA 2 AHCKA, OMH W3
KOTOPBIX MPONHTAH MHJIOKapNHHOM, APYrod — cyJbda-
TOM HaTPHS U HENoCpeACTBEHHO HHAMKATOP JJIS aHaH3a
nora (cM.puc.). TecT cuMTaeTcsi 3aKOHUEHHBIM, KOT/A
TOJIOBHHA MOJIOCKH HWHAMKATOpa NMOMEHsIeT CBOH 1BEeT ¢
GeJsioro Ha KopuuHeBblH. O caMOM pesysibTaTe CyAsiT 110
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LIEHTPaJIbHOH €ro 4YacTH, Te nossisercs 6ejoe MATHO.
OTpHUATENbHBIM CYHTAeTCs MOTOBBIA TECT, eCJH MSATHO
He BBIXOJUT 3a Mpeedibl IepuMeTpa HHAWKATOPHOH 00JIacTH;
COMHHMTEJIbHBIM — €CJIH MSTHO COBMAJlaeT C MEPUMETPOM,;
MOJIOKHUTEJILHBIM — €CJIH TATHO BBIXOJHT 3a MNpelesbl
nepuMeTpa HHAHKATOPHOH ob6JsacTH. M3mepeHHe XJIOpHOB
nota ¢ nomolubio annapata CF-HHAUKATOP — 3TO CKpH-
HHHT, MTOJIYKOJHYECTBEHHBIH METO].

B ocHoBe /11060r0 U3 ONKCAHHBIX BBILIE METOJOB JieXKaT
3 aTana: CTUMYJISILHS TTOTOOTAENEHHUS], COOp MoTa H aHaJIH3
MOTOBOKM XMAKOCTH. B CBOIO ovepeib KaXKIblH H3 HHX
HMEeT CBOH IMOJIOXKHTeJIbHble H OTPHLATE/IbHbIE CTOPOHHI.

B Poccutickom uentpe MB Ha 6aze PIKB M3 PP mbl
o6cJie1oBali TPYINYy AeTel ¢ HanpaBJISIOUMM AHAarTHO30M
MYKOBHCLIH/103a IO 3 BHILIEH3JIOXKEHHbIM MeTouKaM. Beero
6bl1 obcsenoBad 31 peGeHok: 19 moroBel TecT Ol
npoBeleH Ha annapate MakpoaakT H 12 netam — Ha
annapate CF-unaukarop. IlapannenbHo BceM GOJIbHBIM
npoBoAuJcs: moToBbIH TecT [ubcorna—Kyxka.

Llesbio McclienoBaHus GBIIO ONpefiesieHHe YyBCTBHTE b
HOCTH M CMeLH(HYHOCTH HOBBIX CKPHHHHIAHATHOCTHYEC-
KHX METOJIOB B CPaBHEHHH C “30JIOTBIM CTaHAApTOM’.

Meton I'ub6cona—Kyxa npoopuicst 31 pe6eHky (cMm.
puc.) IlpH moATBepXKAEHHH AMArHO3a MYKOBHCIMAO3A
YUHTHIBAJINCh: KJIHHHYECKasl KapTHHa 3aboJieBaHHS, pe-
3yJIbTaTHl IOTOBOTO TECTa U reHeTHUecKoe o6cIeloBaHHe
pebenka. Onnako B 6,4% ciyyaes BeTpedasuch JIOXKHO-
TMOJIOXKHUTENbHbE H B 3,2 % — JI0XKHOOTpHIATEeNbHEIE
3HAuYeHHs MOTOBOrO TeCTa.

IIpu uccnenoBaHuu Ha annapate MakpoiakT JIOXKHO-
MOJIOKHUTEJIbHBIE H JIOXKHOOTPHLATE/bHbIe 3HAauYeHHs Io-
ToBoro Tecta cocrasuau 10,5 u 5,2% cooTBeTCTBEHHO.

W HakoHell, NpH NMPOBEAEHHH NOTOBOrO TECTa Ha anmna-
pate CF-UHaMKAaTOp HAMH He BHISIBJIEHO HH JIOXKHOIOJIO-
JKHUTEJbHBIX, HH JIOXXHOOTPHIATENbHBIX 3HAUYeHHH, 4uTO
XapaKTepH3yeT ero Kak BICOKOYYBCTBHTEJbHBIH METO/.

Taxum o6pa3oM, MPH HCMOJIb30BAHHH BbILLIEOMUCAHHBIX
METOJIOB OIpe/ieIeHHsI XJIOPHJOB NTOTA MOTYT BCTPEYaThCS
norpannuHble 3Hauenus (35,5% no Iubcony—Kyxy; 21 %
npH ucrodb3oBaHuu MakponakTa; 8,5% NpH HCrodb3o-
BaHuH CF-UHAMKATOpa), a TaKXKe B HeGOJBIIOM IIPOLIEHTE
calyyaeB Kak JIOXKHOMOJIOXKHTENbHbBIE, TaK H JIOXKHOOTPH-
naTesibHble 3HAUYEHHs XJOPHAOB NoTa. B CBS3H ¢ 3THM
BO3HHKaeT HeoOXOAMMOCTb B JIOMOJIHHTEJbHBEIX, Gosee
YYBCTBHTEJILHBIX JHAarHOCTHYecKHUX TecTax. OmHUM H3
TaKHX TECTOB SIBJISIETCS H3MePEHHE TPAHCONUTENHANIBHOH
pasHOCTH 3JIeKTpHuecKUX mnoTeHuuatos (PIT), Koropsli
611 paspaboran B 1995 r. [5].

PecnupaTtopHbli anuTenui npy MB aBisieTcs KpUuTH-
YeCKHM MECTOM, TJle PealM3yIoTCs HapylleHHsT HOHHOro
TpaHcrnopTa. YNpyroBsaKkHe CBOHCTBA GPOHXHANBHOIO CeK-
pera B NMpPOCBETE PEeCUPATOPHOrO TPAKTa PEryJHpyTcs
ABYMSI MpPOTHBOMOJIOXHBIMH MpPOLIECCAMH: CeKpelner H
ancopoumer. OTcyTcTBHE HIM CcHHXeHHe UAMP —
3aBHCHMOW XJIODHOH CEeKpeLUHH H yCHJeHHe aficopOLHH
noHoB Na' pecriHpaTopHbIM SMHTeHEM NPHBOMAT K H3Me-
HEHMIO 3JIEKTPOJIMTHOTO COCTaBa CEKpPeTa, YTO B CBOIO
ouepenb BeleT K JAerHApaTalMM MU CTyLIEeHHIO CeKpera,
M3MEHEHHIO MYKOLMJIHAPHOTO KJIMpeHCca, HH(HLHPOBAHHIO
JBIXaTeJbHbIX MyTel, MpPOrpecCHpyIoLIeMY CHHIKEHHIO BEH-

THNSAUMOHHON (PYHKUMH JIETKHX H3-32 PEUHAUBHPYIOLIETO
GPOHXHMTA M /WM MHEeBMOHHUYECKHX 3MH30/10B [6].

Cekpeuus Cl' u runepabcopbuus Na® sBasiorcs Ha-
CJIeICTBEHHO-00YCJIOBJIEHHBIMH  3JIEKTPOr€HHBIMH  ITpOLIeC-
camu. BcaenctBue B HHX o6pasyercss pasHocTb PII,
KOTOPYIO HETPYIHO U3MEPHUTH, a IO HEH MOXHO CYAUTb O
HapyHmIeHUsIX OHO3JIEKTpOreHe3a B PECHHPATOPHOM 3ITH-
reauu npu MB [6]. Boisio nokasaso, 4To B HOpMe Mpejielibl
PIT xomebaorest ot —5 no —40 mB; y GonbHbix MB aTH
npepessl coctaBasiior ot —40 no —90 mB.

CyTb 3TOro MeTOa COCTOMT B H3MEpEHHH Pa3HOCTH
MOTEHUHAJNOB MEXY 3JIEKTPOAAMH, OJHH H3 KOTOPBIX
pacroJlaraeTcsi Ha TMOBEPXHOCTH CJIH3HCTOH OBOOJIOUKH
HOca, a BTOPOH — Ha Npejnieybe B KaTeTepe, Henocpen-
CTBEHHO BBEJIEHHOM IOJ| KOXY.

Hawmu 6b10 o6cneioBano 11 yesoBek, W3 KOTOPHIX Y
6 MOTOBHIH TecT Obll OTPULATEJbHBIM, Y 1 — I10JI0XH-
TeJIbHBIM H Y 6 YeJIOBEK XJIOPHAB! MOTa UMEJIH ITOrpaHHy-
Hble 3HAYEHHSsI, UTO 3aTPYAHAIO BepU(HUKALHMIO UarHo3a
Ha HayaJbHOM 3Tane H3-3a HAJHYHA Y 3THX OOJbHBIX
crelMHUYeCcKUX KIHHHUECKHX cumnToMoB MB. JluarHos
MYKOBHCLH03a OBl TIOATBEPXKAEH Y 2 GOJBHBIX (XJIOpHIL!
nora 52,2 u 47,8 mmoab/ 1), y Kotopeix 3HaueHusi PII
coctaBua —75, —90 MB cOOTBETCTBEHHO; Yy HAPYrHX
GOJIbHBIX 3HA4YeHHsT ObLIM 3HAYUTEJNBHO BHILIE: OT —9 10
—28 MB.

[Tpu W3MepeHHWH pa3HOCTH HA3aJbHBIX IMOTEHIMAJIOB
6osiblIOe 3HAYEHHE YHeNsIOCh NPaBHJIBHOH METOIHKe
u3MepeHHus. Tak, 3anUCHBANOCh CTAGHJIbHOE, MAKCHMAJIb-
Hoe 3HaueHHe PII, moBTOpsieMbIH pe3ysbTaT W3 NPaBOH H
JIEBOH TMOJIOBUH Hoca. BoJsibHEIE OTGHpasiMCh HA MOMEHT
u3MepeHust 6e3 npuaHakoB OPBM u TpaBM HOCOBOM
noJjiocTH. Pe3y/ibTaThl H3MEpeHHH He 3aBHCEJH OT MPOBO-
JIUMOH Ha MOMEHT MCCJIEIOBAaHUSA TepaIuH.

VaMepeHue pasHOCTH Ha3allbHBIX IMOTEHIMAJOB OTpa-
)KaeT OCHOBHOH nedeKkT MB M, Ha Hall B3rJsj, sBJsSETCS
JIOTIOJIHHTEJIBHBIM HH(OPMATHBHBIM METOAOM AHArHOCTH-
ki MB. OfHako ciieiyeT OTMETHTb HEKOTOpPble TPYAHOCTH
MIPH BBITIOJIHEHHS] HCCJIEIOBAHUS Yy feTeH 1o 6—7 JeT u
JIeTKO BO3OYAMMBIX fieTed cTtapuie 6 jset. Bo-nepBhix, 310
NPOABHXKEHHE KOHYHKA 3JIEKTPOAa BHYTPH HOCOBOH IO-
JIOCTH, YTO BBI3bIBaeT pediieKC YHXaHHS, CJIe30TeYeHHSs;
BO-BTOPHBIX, NTOCTAHOBKA MOAKOXXHOro Katerepa. M Hako-
Hell, TaKHe cOCTOsIHUS, Kak noaunsl, OPBH, sHauuTeNbHO
H3MeHsoT 3HavyeHHs PII, 4To Hesb3si HE YUHTHIBATDH MPH
aHa/li3e pe3yJbTaTOB MCCJEOBAHHUS.

Ha ocHoBaHHH npoBeieHHOH paGoThl MOXHO CJesaTh
CJIelyIOlHe BBIBOMIBI:

1. TloTOBbIH TECT OCTAETCH OCHOBHLIM MPH MPHIKH3HEH-
HOW AuHarHocTHKH MB, npu aTom “30J10THIM CTaHAAp-
ToM” ocraeTcs Kiaccuueckuit meton I'n6cona—Kyxka.

2. Annapate (Makpopnakt, CF-HHAMKATOp) YAOOHBI AJIst
nrardHocTHk MB, ocoGeHHO B ycJIoBHSIX amOyJiaTop-
HOH NpPaKTHKH JJIs1 CKpHHHHra MB.

3. Metoxn uamepenust PIT MoxeT GbITH HCIOJIb30BAaH B
KayecTBe JOMOJIHHTEJNbHOI0 HH(GOPMATHBHOIO TecTa
a5 pMarHoctku MB y perteit crapuie 6—7 Jset U
B3POCJIbLIX OOJIbHBIX.

4. Tlpy HaMMuYWHM XapaKTEPHBIX KJIHHHYECKHX CHMIITO-
MoB MB u nosiyueHHH COMHHTEJBHBIX MJIH OTpHLA-
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TEJIbHBIX Pe3yJibTaTOB MOTOBOTO TecTa, OCOGEHHO Y
neteil 1-ro rofa XXU3HHU, HEOOXOAUMO AHHAMHYECKOe
HabJoieHHe 32 pe6eHKOM C POBeJIeHHeM reHeTHYec-
KOro 00CJIe/IOBaHHUSI ¥ ONMpe/esIeHUs! XJIOPH/OB 110Ta B
JIMHaMuKe. Y gmeted crapuie 6—7 JieT BO3MOXKHO
HCIIOJIb30BAHHE METO/Ia H3MEPEHHE PAa3HOCTH Ha3aJIbHBIX
MOTEHIMAJIOB VIS TIOATBEPXKAEHHST HIIH HCKIIOUEHHS
auMarHosa MB.

Takum o6pa3oM, auarHo3 MB cTaBHTCS NpH HaJHYHH:
— OJIHOTO M3 XapaKTepHbIX KJIHHHYECKHX CHMITOMOB,
— cJayyaeB MB B cewmbe,

— TMOJIOXKHUTEJBHOrO HEOHATaJbHOrO CKPHHMHTA I10 HM-
MyHOpeaKTHBHOMY TpHIcHHY [7],

— TIOBHIIEHHON KOHLEHTpauuH XJopuuoB mota (>60
MMOJIb / 1),

— JIBYX HAEHTH(UIMPOBAHHEIX MyTauuid MB,

— 3HaYeHHH PasHOCTH Ha3aJbHBIX MOTEHIIHAJIOB B INpe-
nenax ot —40 no —90 mB.
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Nocrynuna 26.06.01

KOounen

K 60-JIETHIO CO JHS POKXKTEHWA H.U.KAITPAHOBA

Ha ctbike ThicsiuesneTHi cBoH 60-nmeTHHH 106HJIeH OT-
meuaeT Hukosait MBanoBuuy KanpaHoB — BBICOKOKBaJIH-
(HLUMpPOBAHHBIH MEAXATP, AETCKHH IyJbMOHOJOT, KPYIHbIH
yYeHBbIl, MpU3HaHHBIA He Toabko B Poccuu, CHI', Ho u B
3anaauoi EBpone u CeBepHoit AMepHKe KaK YHHKaJIbHBIH
CNEUHAJIHCT MO NMpobJeMaM MYKOBHCLH/03a.

Huxonaii MiBanosuu KanpanoB pomuicst 5 siuBapst 1941 r.
B roposie Mopiuancke Tam6oBckoit 06.1. B 1964 r. okoHumi
nenuatpuueckuil (akyabteT II MOCKOBCKOro MeIHLHH-
ckoro uHcturyta uM. H.M.ITuporosa. Ilociie okoH4yaHus
MHCTHTYTa, ¢ 1964 1o 1967 r., paboras B ¥ cTh-Ananckom
paiione fIkytckoit ACCP paloHHBIM neaHaTpoM, H0GHIICS
CHHIXKEHHSI JIETCKOM CMepTHOCTH B 2 pasa. B 1967 r.
nocTynus B acnupaHTypy HayuHo-HcciienoBaTesnbckoro
MHCTHTYTa MNeAHaTpHu AKaJeMHH MeJAMUMHCKHH HayK
CCCP. B 1970 r. 3auuTHI KaHAHJATCKYIO AHCCEPTAIHIO,
KoTopasi 6blsia oTMeYeHa AKafieMHel MeIMIMHCKHI HayK
npemueit M.C.MacJioBa, a B 1987 r. ycnemHo saluThII
JOKTOPCKYIO AMCCEPTAaLHMIO Mo npodjaeMaM MyKOBHCLHIO-
3a. Bo BpeMsi paGoThl B IyJbMOHOJIOTHYECKOM OT/EJIEHHH
HUWU nepuatpun ¢ 1976 no 1989 r. 6bi1 BKIIOUEH B COCTaB
6puransl KoHcyabTaHToB CanaBuauuu npy M3 CCCP u
HEOJIHOKPATHO Bble3XKall B KauecTBe AETCKOro MyJbMOHO-
Jiora Jisi OKa3aHMsi IOMOIUM B pasHble roposa Poccuu u
cotosHbix pecny6uuk ([pysusi, Asep6aiikan, Kuprusus,
Tamxuxucran, Kasaxcran).

ITo sapannio M3 CCCP H.M.Kanpanos pa6oras neau-
arpom B Comanu (1975—1977 rr.), Amxupe (1980—
1982 rr.), rue nokasal BHICOKYIO KBaJHU(HKALHKIO H TIPO-
(heccHOHANTH3M.
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B 1990 r. H.M.KanpaHoB opraH1H30BaJ i 10 HACTOSIIIIEE
Bpemsi BosryiaBisier Pecny6/iHKaHCKHHA LEHTP MYKOBHC-
111032 Ha 6ase PoccHicKON AeTCKOH KIMHHYECKOH 60JIb-
HulBel M3 PP, onHOBpeMeHHO PYKOBOAS HaYUYHO-KIHHH-
YeCKHM OTHEJIOM MyKOBHCLHI03a MeIHKO-TeHETHUECKOTO
Hayutoro uentpa PAMH. H.M.KanpaHoB Gbls1 HHHIIHAaTOPOM
CO3/1aHHSI CETH PerdoHaJIbHBIX LEHTPOB NHATHOCTHKH H
JieyeHHs G0JILHBIX MYKOBHCIMI030M, PETYJISIPHO BEIE3XKAJI
B pernoHsl Poccun u ctpanbl CHI' naist cospanusi peruo-
HaJIbHBIX U MEXXPErHOHAJNbHBIX LIEHTPOB MYKOBHCIHI030B
M OKa3aHMSl HayYHOH, OpraHHU3allMOHHO-METOAHUECKOH M
KOHCYJIbTaTHBHOM nomoty. CeronHs cosfaHo U pa6oTaeT
26 TaKHX LIEHTPOB.

H.H.KanpanoBeiM ony6aHKoBaHo GoJiee 400 Hay4HbIH
pa6or, BKJo4yasi 3 MoHorpaguu. B coaBTOpcTBE HM Hamu-
caHbl 3 MOHOrpaMH M 5 METOAHYECKHX pPeKOMEHJalLHH,
TMOCBSIIEHHBIX PAa3JIHYHBIM BOMPOCaM GPOHXOJErOUHOM
natojiornd. Ero HayyHble paGoThl MOJNYYHJIH CPEH Crie-
LIMAJHCTOB Pa3HBIX NMpodHJIeH caMylO BHICOKYIO OLEHKY
He TOJIbKO Y Hac B CTpaHe, HO H 3a pyGexom. Tpyawl
YYEHOro MOCBSILIEHbl CAMBIM COBPEMEHHBIM acleKTaM Mpo-
6J1eMbl MyKOBHCLIH103a B POCCHH, MOHCKY HOBBIX Hanpae-
JEeHHH B JIeYEeHHH M COLMAJbHOM ajanTauud GOJIBHBIX
neredi. Baaropapsi yCHJIHSIM CHELHAJHCTOB CO3HAaHHOTO
MM LeHTpa NPONOKHTEJNbHOCTb XKHU3HU pebeHKa, CTpajia-
IOLIEero 3THM paHee CYHTaBLIEMCS] HeH3JIeYHMbIM 3a6oJie-
BaHHeM, Bo3pociia B uesom no Poccuu B 3 pasa.

3a Kommiekce pabot B obsacT MykoBucuuaosa H.U. Kan-
paHoB Obl1 oTMeueH npemued MexayHaponHoro (oHzaa
Copoca. B coorBercTBHH ¢ ¥Ykasom [Ipesunenta PO,
H.H.KanpaHos sBasiicst [ocynapcTBEHHBIM HayYHBIM CTH-
nenadantTom B 1994—2000 rr. ITox ero pykoBoaCTBOM
TIOArOTOBJIEHB! W 3allilieHbl 12 KaHAUAATCKHX M 3 JIOK-
TOPCKHX AHCCEpPTAaLUH.

Hapsiny ¢ nuionotBopHo# HayuHOH, yueGHOM, OpraHu-
3alMOHHO-METOJHYECKOH M KOHCYJbTAaTHBHOH paboToMH
H.M.KanpaHoB BefieT G0JIbIIYIO OGLIECTBEHHYIO A€STE b
HOCTb B KayecTBe wieHa YueHoro copeta MelHKo-TeHeTH-
yecKoro Hay4yHoro ueHtpa PAMH, pyxkoBopuTtens paGouei
rpynnet “MykoBucuunos” cekuun “ITynsMoHosorusa” Yue-
Horo coBeta M3 P®, unena pepxosieruu xypHana “Ilenu-
aTpusi”.

On sBasercs uineHoM EBpomnefickoro Hay4Horo KOMH-
treta EWCCF, EBponeiickoro o6iecTBa 1o MyKOBHCIIH-
nosy (ECFS), EBponeiickoro pecnipaTopHoro o6mecTBa
(ERS).

Hayunbie pa6othl yyeHukoB wkossl H.M.Kanpanosa
OblIH OTMEYeHb! IUIVIOMaMH H PeMHAMH MeXXIyHapOaHOro
KoHrpecca no MmykoBucuunosy (Crokroasm, 2000 r.),
Konrpecca nenuatpoB Poccun (Mocksa, 1999 r.), Mex-
JNyHapOAHOH KOH(EepeHIHH 10 npobieMaM racTposIHTepo-
Joruu ¥ renartosorud (Mockga, 2000 r.).

KonileKTHB LleHTpa MyKOBHCLHA03a U KOJJIETH APYTHX
noppasnenenuit MITHL] PAMH, cotpyauuku Poccuiickoi
NeTcKoi pecny6aukaHckoi 6osbHuLB M3 PP u ponurenn
CIaceHHbIX UM JIeTeH OT BCeH AYILIH MO3APAaBJSIOT Ty6o-
KOyBa)kaeMoro H ropsyo Joéumoro Hukomast IBaHoBHuYa
KanpaHoBa, eJlaloT eMy KpeNnKoro 3JopoBbsi, CYaCThs,
JaNbHEHIINX YCIeXoB B GJaropojiHOM JieJie OXpaHbl 3J10-
POBbS ETEH.

Compydnuxu Meduko-eenemuueckozo
Hayuroeo yenwmpa PAMH,

HHH nyromonoroecuu M3 PP,
Poccuiickas accoyuayus nomousu
60AbHOIM MYKOBUCLUAOZOM,

Pedaxyus acyprara “Ilysvmonorozus”
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