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

5 : Cystic Fibrosis Centre — Gaslini Institute, Genoa (Italy);
Hayw:?-xnm{mecxnﬁ otaen mykosuciunoza MITHII PAMH, Mocksa (Poccus);
Molecular Genetics Laboratory — Gaslini Institute, Genoa (Italy)

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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