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CoeeplueHcTBoBaHue cnencepos UHFAKOPT

Lcnonb3oBaHune cneincepa ygenuymeaeT ahheKTUBHOCTb MHransayMoHHOro NpUMEHEeHNs KOPpTUKO—
cTepougos” — coobumn npoceccop Nolte B xxypHane Dtsch. med. Wschr. 144, 1413 (1989). 310
NO3BONSET YMEHbLUMTL KOTMYECTBO a3po30/1s, 0OCeAatoLero B NosoCT pTa U rMOTKU U, Kak CneacTeve
3TOro, CHWXXaeT PUCK PasBUTUS HeXenaTesnbHbIX MECTHbIX MOO0YHbIX AEUCTBUNA, TAKUX KaK MOSIOY—
HUUa, OXpUNIoCcTb. YCTpaHAETCs HacTo BCTpeYalowWwascs y naymeHToB AUCKOOPpAMHALMNSA MeXay
BMpPbICKMBAHWEM UHransiyMoHHOro Belectsa u BAoxoMm. [Npu aTom npouecc uHransymm obneryaercs u
yBEenuuuBaeTCcsa KOMMYeCcTBO BellecTBa, oceaatolero B 6poHxax.

Cxemarn4eckoe n3obpaxxeHme [03bl, KONMYECTBO [03bl [10C/E MPOXOXAEHNS Yepe3 Crnencep 1 MHranmpoBaHHOA 4O3bI.
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Yepes cnencep

£03a NOCNE NPOXOXAEHUA
WHranupoBaKHan 4osa
(2-8 mkm)

HeobxoauMo coBeplLIeHCTBOBAHWE VHIaNALMOHHBIX HACAA0K, aAanTUPOBaHHbIX Ans hnyHusonuaa.

ns aToro Heo6xoAMMO yMeHblUeHue obbema crnecepa, Tak Kak aTo 6onee yA4o6HO ANa NaumeHTa, u,
npexxae Bcero, NO3BOSIAET ONTUMU3UPOBATL 403y MOCNe NPOXOXXAEHUs Yepes cnecep. Mpu aTom
HEeobxoAMMO AOCTUYb Kak MOXXHO 6onee aheKTUBHOro oceaHusi KpYnHbIX YacTul, aspo3ons B
cneicepe. [ins atoro 6binM UccnegoBaHbl Crnencepbl pasnuyHon opMbl, 06bemMa 1 N3roTOBNEHHbIE U3
pasnu4yHbix MaTepuanos. Kputepuem otbéopa nogxoasiein (hopmbl M BENUYUHLI criecepa 6bina
Be/M4MHa YacTuy aspo3ons (2—-8 MKM), NOKnAaoLWwmx cnemucep 1 4ocTurarowmx 6poHXos.
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HA OBNNTOXKE:

BOPUC U TJIEB

Hocka, suuHas Temnepa.

M3 cobpanus MocyaapcreeHHon Tpetbskosckon [anepeu.

BOPUC U TJEB (B xkpemenun Poman u J[JlaBug) — cBsiThe
MYyUYeHHKH—CTPaCTOTEPIILbI, ePBbIe CPe/IH CBSATHIX PYCCKOH MPaBOCAABHOH LEPKBH.
Pycckue KHfI3bsl, CHIHOBbSI CB. PaBHOAIMOCTOJIbHOrO KHsA3a Biagumupa CesitocnaBuya.
Bcekope nocsie emeptd Baagumupa B 1016 rogy 6blin sniofeiicky yOUTBI IO MPHKa3y
cBoaHOoro 6Gparta CBsiTOmo/Ka, 2aXBaTHBLIETO BEJHKOKHSIKECKHH NpecTos.
Kanonusuposanst B 1071 rogy npu flpocnaBe Myspom. ¥ MX MOTHJIbI OMHCAHBI °
MHOTOUYHCJIeHHBIE yyeca Hellesenust. [pepneiiye xxutHs Bopuca n ['e6a cozpansl
Ha pybexe XI—XII BekoB — 310 “UreHHe 0 XHTHH H mory6jeHHH OJiaXKeHHbIX
ctpacrotepiiues Bopuca u [e6a” Hectopa Jletonucua u anonumuoe “Crasanue,
cTpacTh M roxBajia cB. MyueHnkoB Bopuca u Tneba”.
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PEJAKIIYIOHHASI KOJIOHKA

3HauyuTeNbHBIH BKJAJ Hac/leJCTBEHHBIX (DAKTOPOB B pasBHTHE XPOHHUYECKHX
HecrelH(pHYeCKHX 3a00/eBaHHH JIETKHX, B TOM YHCJIe Y B3POCJIBIX MALIHEHTOB, B HACTOsILEe BpeMst
He BbI3blBaeT cOMHeHHsl. Tak, KJacCHYECKHM CTaslo MpejCTaBJeHHe O POJIH HAcJeJCTBeHHOTro
nepuumTa anbpa-l-aHTHTPHNICHHA B Pa3BHTHH TNEPBHYHOH 3M(H3eMbl Jerkux. YriybaeHHoe
H3yyeHHe MaHHOH MpobJieMbl MO3BOJMJO MPHHTH K BHIBOAY O TOM, 4YTO 60JblIOe 3HAYeHHEe B
(opMupoBaHHH 3M(pH3eMbI JerkKHX (Kak MepBHUHOMN, TaK U BTOPHUYHON) MPHHAIEKHT HE TOJBKO
aGCoOJIIOTHOH CTeNeHH aKTHBHOCTH HHTHOMTOPOB IMPOTEOJIH3a, HO M COOTHOLIEHHIO aKTHBHOCTH
MHTUOUTOPHOrO TyJia, C OJHOH CTOPOHBI, H MPOTEONHTHYECKOH aKTHBHOCTH, C JAPYTOH.

B Hacrosiiee BpeMsi yCTaHOBJIEHO 3Ha4YeHHEe B Pa3BHTHH XPOHHYECKOr0o THOHHOTO 6poHXHTa
¢ (popMHpoBaHHEM GPOHXOIKTA30B TAKHX KOHKPETHBHIX FeHeTHYeCKHX (aKTOpPOB, KaK MepBHUYHAs
uuanapHast auckuresust (cungpom 3uBepra—KaprareHepa), MyKoOBHCUH/IO03, NepBHYHbIE
uMMyHogepUUKTE (B YacTHOCTH, O6LIMii BapHaGesbHblii UMMYHOAeHIHT). DTO MO3BOJSET B
KaXKJIOM OTJIeJIbHOM cJly4yae INPOBOJHTL 060CHOBAHHOE MMaTOreHeTHYeCKoe JieYeHHe B 3aBHCHMOCTH
OT KOHKPETHOH NMPHYHHBI 3a60JIeBAHHSI.

B nocsniesinye roipl MHpoBas Hay4yHast 0611eCTBEHHOCTDb H MpaKTHUECKHE BpayH HaXoAsTCs
10/l BrieyaTJieHHeM Hay4yHOro MpPopbiBa, CBSI3aHHOTO C paclIM(POBKOH reHa MYKOBHMCLIM/IO3a.
YcTaHOBJIeH BblpaX<@HHbIH reHeTHUYEeCKHI MOJHMOP(PH3M MYKOBHCLH/JO3HOIO réHa — MOMHMO
IIMPOKO pacrnpocTpaHeHHoH MyTtauun AFS08 B HacTosillee BpeMsi HAEHTHPHLUHPOBaHO GoJsice
350 apyrux BapHaHTOB, OJHAKO TOJIbKO YacTh M3 HHX OKasajach KJIMHHYECKH 3HayuMmou. B
CBSI3H C MOSIBJEHHEM BO3MOXHOCTH GoJjiee wHpokoro npumeHeHus metona JAHK-puarnoctuku
CTaJlo BO3MOXHBIM YTOYHHTH BOMPOC O POJIH IeTEPO3UrOTHOTO HOCHTEJbCTBA TreHa
mykoBucuugosa B pasputun XO3JI. JlanHomy Bompocy nocBsilieHa Mmy6JHKyeMasi B HOMepe
cratbsi E.M.Camusbuyk u A.T' Uyvanuna.

PasnHyHbLIM acreKkTaM JAMArHOCTHKH, MMaToreHesa, MepcreKTHBAM JieYeHHsI MyKOBHCIIHO03a,
a TaK)Ke JIPyruX HacJle[ICTBEHHBIX 3a60JIeBaHUIl MOCBSIILEH psj MyOJaHKALMH HACTOSIIEro HoMepa
XypHasa. Mpl HajieeMcsl, YTO 3HAKOMCTBO € STHMH MaTepHaslaMH 6y/IeT [OoJIe3HBIM MPAKTHYECKHM
BpayaMm ISl ONTHMH3ALHH AHATHOCTHKH H JIeYEHHs, B YaCTHOCTH OGOJIbHBIX MYKOBHCLIHO30M, a
TakXKe Oyjger crnoco6cTBOBATh JAaJbHEHIUEMY YrayOJeHHOMY H3YYEHHIO pPOJIH TeHeTHYeCKHX
(paKTOpOB B IMYJIbMOHOJIOTHH.

3am. erasro2o pedaKmopa HypHara
npogheccop H.A Jludxosckuil.
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H.H. Kanparos

COBPEMEHHBLE [TPOBJIEMBI U NOCTH2KEHHUS B OBJIACTH
H3YYEHHUA MYKOBHCIIMO3A B POCCHH

Mepauko-reHeTHYecKHi HayuHblii uentp PAMH

Myxkosucumaos (MB) — HauGosiee yacToe HaC/Ie[ICTBEHHO
obycJiioBieHHoe 3abosieBaHHe ¢ paHHeH MaHHecTalHeH
M TSDKeJIbIM TeYeHHEM NPOJOJKAET MpHBJIeKaTh BHHMaHHe
MHOTHX NeJHaTPOB, TeparneBTOB, MyJbMOHOJIOIOB, FaCTPO-
9HTEPOJIOrOB, FeHETHKOB, COLIHOJIOTOB, MICHXOJIOTOB, YCH/IHS
KOTOPBIX OGBeAMHSIET MYMXKIAYHapojaHasi accolHalus Mo
MB (ICFA). Dta 6ose3Hb OCTaeTcsi BaXKHOH MeLHKO-
COLIHAJIbHOH NpOo6JIeMOH HHIYCTPHAJNbHBIX JlepXkaB, rie
3ameTeH poct GosbHblX MB Bcex Bospacros. Baaronaps
paHHeH [HarHOCTHKe M COBepIIeHCTBOBAHHIO JieuebHo-
peabHJIHTALHOHHBIX MEpPONPHSTHH, CPe/Hssl MPOLOJIKH-
TeJIbHOCTb XH3HH 3THX GOJBHBIX yBeJHUYHBaeTcs. Tak, B
1940 r. ona paBHsiach 2 rogam, B 1970 r. — 15, B 1991 r.
— 31 roay. B Hawe# cTpaHe oHa cocTaBJ/isieT B
HacTosilee Bpems okono 14 net [13].

Exeroano B Mupe poxpuaercs 6osee 45000, 8 CHIA
— 2000, Bo Ppanuun, Auranu, ['epmarnu — ot 500 10 800,
B Poccun — 750, B Mockee — 6osiee 50 6osbHbix MB. K
2000 r. B Poccun ux uucio npespicut 35 000, B cTpaHax
CHI — 75000, 8 CIIIA — 100 000, npu atom 54 000
M3 HHX COCTAaBSIT B3pocJible. YacToTa reTepo3HroTHBIX
HocHTeseil rena MB pasusiercs 2—5%, B Poccun Hac-
yuteiBaeTcs ux 6osee 8 muH., B CHI — 15 maiH., B CILIA
— 12,5 mMuH., B MHpe — 6GoJiee 275 MJIH. YeslOBeK.

MB nacsegyeTcsi Mo ayTOCOMHO-pPeLleCCHBHOMY THITY.
Ecan o6a pomurtenss — HOCHTeNH reHa (reTeposurotsi),
TO PHCK POXKIICHHS B ceMbe GosbHoro MB cocrasasiet 25%;
ecsqM OAMH W3 poauTesed Gonsen MB, a Bropol —
HOCHTEJIb FeHa, TO TOJIOBHHA HX MOTOMCTBa OKaXkeTcsl
GOJIbHLIMH, @ BTOPas IOJIOBUHA — T'eTePO3HTOTAMH; €CJIH
OIIMH poauTesb 6osicH MB, a BTopoii HMeeT HeH3BeCTHBIH
reHeTHYECKHH CTaTyc, TO PHCK poXKaeHHs GosbHoro MB
— 1/40. CnefoBaTtesibHO, POJICTBEHHHKH CEMbH, Tie GblJl
HJIH ecThb GosbHOH MB, BXoasT B rpynny noBbIlHEHHOTO
pucka u noaaexat JIHK-o6cnenoBanuio.

B 1989 r. 6b1 u3onupoBan ren MB, a satem pac-
wHdpoBaHa ero CTPyKTypa: OH COAePKHT 27 3K3OHOB,
oxBatbiBaeT 250 000 nap HYKJI€OTHIOB M PacroJjioXXeH B
cepeArHe JUIHHHOTO Tuieya 7-if ayTtocombl. CrieficTBHEM
MYTallU{ IeHa SIBJISieTCsl HapyIHEHHEe CTPYKTYPbl H (YHK-
uMH Geska (ycsoBHo HasBanHoro MBTP — tpancmenm-
6pauustit peryasrop MB, unu CFTR aurmiicKux aBTopoB).

Hnentudukauus, KIOHHPOBaHHe H CEKBEHHPOBaHHe r'eHa
MB oTkpbiBaeT psii NMepcreKTHB B peLIeHHH JaHHOM
npo6iembl. Bo-nepBbiX, NMOSIBUIACh BO3MOXKHOCTb YCTa-
HOBJIEHH$ yacToThl Kak ocHoBHOM AF508 (mesbra a¢p 508
feJlelllsi), TaK H APYTHX MaKOPHBIX MYTaLHUH B Pas3HbIX
nonyasuusx ¥ B Poccuu B uesoM. DTO BaXKHO Jis
NAaHHPOBAHHST OPraHH3alLlMOHHO-METOJHYECKHX Mepo-
TMPHSTHH, U3YYEHHS CBSI3H TeHeTHYECKOH JleTepMHHHPOBaH-
HOCTH KJIMHHYECKOro MoJiiMopgHama 60JIe3HH H BAPHAHTOB
TeyeHuss MB. Bo-BTopblX, OTKpBIBaeTcsi rnepcrieKTHBa
YTOYHEHHS CJIOXHBIX 3BEHbEB MaTOreHesa HapylLIeHHH
’KMSHEHHO BaXXHbIX OpraHoB M cHcTeM. B-TpeTbux,
reHeTHYeCKHe MeTObl NMOMOTYT B paHHeH H AH(]depen-
uHanbHOH auarHocTHke MB. 9To nMo3BosMT NMPOBOAMTDH
aJleKBaTHOe U CBOEBpeMeHHOe JieyeHHe GoJibHBIX. B-yer-
BEePTbIX, FeHeTHYeCKoe obcJieloBaHHe MTOMOXKET MPOBOJHTH
a¢peKTHBHYIO JopojoBylo auarHocTHky MB rnuona B
UH(OPMATHBHBIX CEMbSIX M B 3HAUHTEJbHOH HX YacTH
JlacT IIaHC MMeTb 340poBoro pe6eHka. B-mAThIX, cTaHo-
BHTCS peasibHOH reHHas tepanus MB.

B HacTosiiee Bpemsi yctaHoBsieHO, yTo AF508 myTauws
Bapbupyet ot 80 1o 88% B nmonyJALMAX CeBEPHBIX CTPAH
(lanus, Hupepanauapl, cTpaHsl Cxammuaaung‘, rae Hayat
maccoBblit ckpuHuur [1,12], no 25—30% B 103KHBIX
(Typuus, Uranus, Caynosckast ApaBusi), rae CKPHHHHT
MaJlo OrpaB/aH.

Hawu uccnenoBanust 179 GosibHBIX B Bo3pacTe OT 2
MecsileB [0 2 JieT MoKasaJsd, 4To B cpegHem no Poccuu
AF508 Bctpeuaetcs B 58 % cayuaes, npu sTom 61 (34%)
6osbHOM oKasaJsicst romoauroroi no AF508, 86 (48%) —
reTeposuroTamM, a 32 (18%) naumeHTa HMeJH HEH3-
BecTHble MyTtauuu. CuefoBatesbHo, B PoccHu Moxer
GBITh HECKOJIBKO MaxkopHbIX (Gosee 5% ) MyTaumii, BbisiBICHHE
KOTOPbIX B Pa3HbIX 06JiacTsiX pecrnybJHKH — BaXKHas
npakTHYecKasl 3ajlaya CO3/laBaeMbIX B HacTosillee BpeMs
perHoHaJjIbHbIX LEHTPOB [0 JHAarHOCTHKE, JIEYEHHIO H
peabunurauuu 6onbHbx MB (Apxauressck, Boponex,
Exartepun6ypr, Kaaunuurpan, Camapa, Caparos). Hamu
coBmecTHo ¢ smokTopom C.Ferec (Ppanumsi) nposejeH
MyTalHOHHbIH CKpHHHHT H cekBeHc JIHK 24 GosbHbIM
MB: sksonnt 3, 7, 10, 11, 13a, 14a, 19 u 20, npexBa-
pHTeJIbHble pe3yJIbTaThl KOTOPhIX NpHBeIeHbl B Tabu.1.
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YacroTa HOBBIX MyTammii cpean 6oabnusix MB B ctpanax CHT (1992 r.)

Ta6anuwuwa |

y 6 MB 06 oG - Mytaumns 8 13 sxaone na | Mytauus 8 11 skaone na | Mytauns o 20 skaoke Myrawns 8 20 sk3one
J X B N M

HeR NI S B Xpomocone Xpomocome W1282x WI282R

abe I Y abe I Yo ate I Yo ate | Yo a6e % aGe Yo
24 100 48 100 1 14 1 2 2 4 2 4

Boisichenuio mnartoreHesa MB cnocoGeTBoBasio ycra-
HOBJIEHHe XapaKTtepa natosiorudeckoro Geska (MBTP) 1 ero
POJIM B BOJHO-3JIEKTPOJUTHOM OOMeHe KJIETOK SIHTeJus
AbIXaTeJbHBIX MyTeH, MMOPKeJyJ0YHOH JKeJle3bl, OTOBbIX
)KeJles, NeyeHH, roJoBbIX MmyTei H Ap. B ¢BsA3H ¢ Hecrno-
co6HocThio MBTP ajekBaTHO peryjsupoBaTh paboTy
xJopuaHoro Kasasa (psin aBTopos noJaraiot, uto MBPT
M ecTb caM “XJOPHAHBIA KaHai') anmuKaJbHOH 4YacTH
MeMOpaHbl KJIETKH HOHBI XJIopa HaKalJHBalOTCs BHYTPH
ee, YTO 3HAYMTEJILHO U3MeHSIET JIeKTPHUECKHH MOTeHIHall
B IIPOCBETE BBHIBOAHLIX MPOTOKOB M CIOCOOGCTBYET MOBBI-
LIEHHOMY YXOJy H3 IpOoCBeTa BHYTPb KJIETKH HOHOB
Hatpusi. [locsiefHuil BBINOJNHSET, KaK HW3BECTHO, POJb
cBoeo6pasHoro Hacoca M “BcacbiBaer’ OGoJibliee KOJIH-
YyecTBO BOJbI B KieTKy. [loaToMy BOAHBIH KOMIOHEHT
CEKpeTOB IMPOTOKOB BblllIeyKa3aHHLIX OPraHOB M KeJes3
yMeHblIaeTcsi. DTO NPHBOAUT K UPe3MEPHOH BSIBKOCTH,
3acToI0, 3aTPYAHEHHIO 9BaKyallHH CEKPeTOB H BTOPHYHBIM
M3MeHEeHHsIM B 3THX OpraHax, HaubGoJsiee cepbe3HbIM B
OGPOHXOJIETOYHOM arnapare.

Haw onbiT KJAHHHYecKoro HabjiofeHuss W obcieso-
Banusi 560 6oabHbIx MB cBHaeTe bCTBYET O TOM, UTO B
HayaJIbHOH CTaJiMM MaTOJIOTHYeCcKoro mnpotecca 6oJie3Hb
nposiBasiercs: B 43% pecnupaTopHbiM cHuapoMoM, B 12% —
KHIIEYHBIM H B 11-5%J — HX COYeTaHHEeM.

Bospact HabGaofaemMblX HaMH 6OJLHBIX COCTABHJ Ha-
naszon ot 17 pueit go 35 ser; cmewanHasi (J1eroyHo-KH-
ureunas) popma auartsoctuposata y 76,5%, npenmyuec-
TBeHHO JerouHass — Y 21 % M npeuMyi1ecTBeHHO KHIIeY-
Hasis — y 2,5% Goabubix. 3abosieBaHHe wyallle BCETO
HauHHAJIOCh B TPYAHOM BO3pacTe, MpPH 3TOM TepBble
CHMITOMBI MOpaX<eHHsi GPOHXOJIEroYHOH CHCTeMbl OTMe-
yeHsl 10 6 Mec. — y 65%, mo 1 rona — y 80%, no 2
ner — y 90%. ¥ 12% petei, Kak yXe OTMeYaJocCh,
3aboJieBaHHe HA4aJjoCh ¢ KMILEYHOro CHHAPOMa, BKJIoYas
MekoHHaabHbIH Hieye (9%).

BpotxoJierouHsie M3MeHeHHsT IOMHHHPYIOT B KIHHHYEC-
KOil KapTHHe, ONPeJIeJISIIOT ee TeyeHHe U NPorHo3 y Gosee
90% 6oabubx MB. Ilpu poXkieHHH ApiXaTesbHble MyTH
3THX GOJIbHBIX MHTAaKTHBI, HO YK€ B IepBble HeIeJH Y
3HAYMTENBHOrO 4HcJja GoJIbHBIX HabJojaeTcs Kauielb,
yalle CyXoH, MPHUCTYIbl YAYLIbS, OAbILIKA, HHOT/A PBOTA.
Kauenb O6BIYHO YCHJIMBAETCS HOYBIO. DTH CHMIITOMBI
nopa<eHHsi AbIXaTeJbHOrO TPAaKTa CBf3aHbl C Hapylle-
HHeM MyKoluJuapHoro tpaHcrnopra. CoueTaHue rumep-
CeKpelMH uYpe3MepHO BSI3KOH MOKPOTHI C HapylleHHeM
KJHpeHca OGPOHXOB BeleT K MYKOUMJIHAapHOH HeaocTa-
TOYHOCTH, 3aCTOI0 MOKPOTBI, NpeKJie Bcero B GpoHXHoIaX
M MeJKHX OpoHXax. ¥YaajieHHe OPOHXHAJILHOTO CeKpeTa
OCYUIECTBJISIETCS C NMOMOLBIO Kallljiss — BaX@{HOTO, HO He

Bcerza 3(P¢PpeKTHBHOrO KOMIIEHCATOPHOTO MeXaHH3Ma.
BocnanuTesbHOMY Tipoiieccy B OGpoHXax MpejiliecTBYeT
BHPYCHOE TMopaX<eHHe HOCOIJIOTKH, FOpTaHH, Tpaxew,
Hen36eX<HO Bejylllee K THOeJH KJIETOK MeplaTesbHOro
STIHTEJIHSI, YTO OTKpbIBAaeT MyTh GaKTepHaNbHOH (Jrope.
PasBuBaeTcst MOPOYHbIH KPyT: 00CTpyKIHsA—BOCNa/JeHHe—
ype3aMepHasi CeKpeLHs B3KOH MOKPOTHI, MPH STOM KallleJb
CTAHOBHUTCSI TMOCTOSIHHBIM, MYYHTEJIbHBIM, KOKJIIOLIEo-
JNO6HBIM M MaJlonpoAyKTHBHBIM. Jlo cHX mop HesicHo,
nouemMy y 3THX GoJbHBIX GpoHXoJsierodHasi cHCTeMa
CTAHOBHUTCSl MECTOM (POPMHPOBAHMST XPOHHYECKOTO CEeIlTH-
yecKoro mnpoiecca. [To-BuAHMOMY, HrpaeT poJib coye-
TaHHe CTPYKTYPHBIX H3MEHeHHH M HapylleHHH OGpoH-
XHaJbHOH CeKpeluuH, GpepMEHTHOro MU HMMYHHOTrO
AepHUMTOB, aJJIeprHYecKHX PacCTPOHCTB M HapyLIeHHH
nutaHusi. Takum o6pas3oM, MyKOCTa3 M XpOHHYecKas
6poHxHasbHas HH(EeKUHs CcTaHOBATCS (OHOM s
MOBTOPHBIX PECHMHPATOPHBIX 3IH30/10B: OPOHXHOJIHTOB,
6poHxHTOB, MHeBMOHHH. KaTaMHecTHUecKHe HaGJIIOeHHS
3a 236 fleTbMH T[OKa3a/H, YTO XapaKTep TeYeHHsi XPOHH-
yecKoro 6pPOHXO0JIErOYHOro npoliecca BapbupyeT. Haunboiee
THUIMYHBIM ObLJIO MOCTENeHHoe HavaJlo ¢ popMHpOBaHHEM
XPOHHYECKOro, OO6CTPYKTHBHOrO, FHOHHOro GpOHXHTA
(73% GoapHBIX). Y meTeit rpyiHOro Bo3pacTta Mbl HabJ10-
JaJii U OCTpOe HayaJlo C pa3BUTHEM ITHEBMOHHH, NIPHHH-
MaBIlel 06bIYHO 3aTSPKHOE TeYeHHe H PeLHIHBHPY IOLIHH
xapakrep. ¥ 18% u3 3THX 60JLHBIX TTHEBMOHHH HOCH/IN
abcuefiMpyIOLIMI  XapaKTep, YTO YCYryGJsiio TSXecTb
Gonesnu [3].

[TpoBesieHHBIE HAMM HCC/I@[IOBAHUS TOKasajM, 4YTO Y
BosibHbBIX MB HapylieHa ryMmopaJjibHasi CHCTeMa MeCTHOTO
ummyHHTeta (cHmkenue sIgA), oTmeyaeTcs CHHXKEHHE
NPOTHBOBHPYCHOrO MMMYHHTeTa, HHTep(hepoHooOpasoBaHHsl,
KoJMuecTBa Makpodaro u ux ¢pyHkuuu (“crsipe mak-
podparu”), cHmKeHHe (arouUTapHOH (QYHKUHH JeHKo-
LIUTOB, 0COGEHHO UX MHKPOOHLIHAHOrO AeHcTBHs. MoXHO
MPENoJIOKUTb BTOPHYUHBIT XapaKTep H3MeHeHHH, XOTs
5TO TpebyeT cBOei paciiu(pOBKH. DTHMH HapYILIEHHAMH,
Hapsigy ¢ APYTHMH, MOYKHO OBGBSICHHTb 60Jiee BBICOKYIO
yactory OPBH y 6osbubix MB 1o cpaBHenuio ¢ ApyrumMu
¢dopriaMmu GPOHXOJIErOYHOH MAaTOJOrHH H YaCTOTY
o6octpenuii (0,47 u 0,22 cooTBeTCTBEHHO) GpoHXOJe-
rouHoro npouecca [4]. EcTecTBeHHbIM ciieicTBHEM Hapy-
LIEHHUS TIPOXOAHMOCTH OPOHXOB SIBJISIIOTCS aTeJIeKTasbl H
sm¢pusema. ITociieHssi HOCHT OGBIYHO reHepajH30BaHHbIH
xapakTep, HabJiofaeTcst NpakTHUeCKH Yy BceX GOJIbHBIX
CMelllaHHOH W pecrnupaTopHOH (popMamMH H BbISIBJISIETCH
yallle KJAMHHYECKH, ueM peHTreHoJornyecku. CreneHb
B3yTHsl JIETKHX, KaK MpaBHJO, HapacTaeT B IepHOMIb
o6ocTpeHusi 6poHX0JerouHoro mpouecca. Aresekrassl
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Ta6auuma 2

Mukpoaopa GpoHXHAIBLHOTO CCKpeTa U ee
YYBCTBUTCJIBHOCTh K aHTHGHOTHKAM Y AeTeif, 60MbHBIX
MYKOBHCIMI030M (B MPOLEHTAX YYBCTBUTEJNbLHBIX WITAMMOB)

MHKPODJIOPA
AT CradpioKork elecioning Iiesnmoxoxxk | KneGenenna Eroten
nanouka vulgaris
[TeHHUHJIHH — 7,9 12,9 93,6 —
AMIHURATH 33 9,3 12,5 97,9 21,1
OKCaLHJIHH - 60,0 — 92,3 —_
MeTHUHIIIHH — 61,5 — 71,1 —
Kap6eHHuHIIHH 67.5 — — — 5771
CrpenToMuLIH 60,7 200 467 182 833
MoHOMHIUHH 5,9 — 64,6 — 66,7
Kanamuuun 8,7 68,2 56,6 9,1 50,0
FeHTaMHUHH 91,7 96,3 97,8 38,6 89,5
TeTpauHKinH 44,0 34,5 86,4 43,7 50,0
JIeBOMHUETHH 14,9 37,5 95,6 —— 47,6
DpHUTPOMHIIHH — 23,4 78,6 83,3 -
Hosob6Houuu —— 97,0 —_ S SO
PrcTOMHUHH 4.2 — — = s
JIMHKOMHIIMH — 59,6 3.3 100,0 —
[ToNHMHKCHH 97,4 - — — 76,5
ToGpamuumH 83,3 83,9 95,6 — 69,2
[Lledamexcun 0 63,6 - 100,0 —
Llepanotnn 9,1 56,5 6,4 100,0 80,0
LledoTakcum 56,0 — — — =
AmuKauuH 100,0 100,0 100,0 0 —
Hunouun 95,0 90 100,0 0 —
[Tunpaiua 97,0 30,0 100,0 50,0 —

anMeanHC. (—-) — YYBCTBHTEJIbHOCTbH HE onpejensiiach.
Pa3HYHON MPOTSPKEHHOCTH M JIOKAJIH3aLHH HabJIoJaIHCh
HamMH y 1 /5 GoNbHBIX.

OG6cTpyKTHBHBIE HapyIIEHHS, KOTOpble HapacTaioT ¢
JUTUTENIbHOCTBIO GOJIE3HH, HEepejKo cOoveTaloTCs C pec-
TPUKTHBHBIM THIIOM JbIXaTeJbHOH HEeJNOCTATOYHOCTH.
['a30BBII COCTaB KPOBH C/IBHraeTcsi B CTOPOHY THITOKCEMHH
M THMNEepKanHWH. Y OTHOCHTEJbHO HeBGOJIbLIOro YHcJa
6osbHbIX (29% ) Mbl HabuOAANHM aCTMATHYECKHH CHHAPOM,
aJlllepriyecKHid reHe3 KOTOPOro, ojfHaKo, Obl JoKasaH
aub y 12% [1].

Baxknast posib B TeUeHHH XPOHHYeCKOro OpoHXoJie-
royHoro npouecca y 6osbHbXx MB npuHapiexur 6axre-
puanbHoit MH(pexuuu. MHpHUHpOBaHHE MPOHUCXOOUT
6poHxoreHHbIM myTeM. Muxpodiopa 6poHXHANBHOrO
ceKpeTa 3aBHCHT OT CTA/IHH H CTENeHH TSKecTH 6oJIe3HH.
MuUKpOGHBIH Mei3aX MOJUMOP(HBIH, HO JOMHHHPYIOT
30JIOTHCTHIH TeMOJNHTHUECKHH cTa(HIOKOKK, remMo-
?)HJleaﬁ M pasHble THIBI CHHETHOMHOH MaJiOYKH
Ta641.2). XpoHuueckas KoJoHH3auusi P.aeruginosa
ocobeHHO P.cepacia siBisieTCSl IUIOXHM ITPOrHOCTHYEC-
KHM TIDH3HAKOM.

Boabusie MB B 90% otcTaior B Macce, a B 60% 1 B
pocTe, MpH 3TOM Ha JAHHAMHMKY aHTPOINOMETPHYECKHX
MoKasaTteJsiedl BJMSIOT THXECTb OPOHXOJIErOYHOro Ipo-
uecca, crereHb HapylleHHsi (YHKUHH TOKeNyJ0uHOH

JKeJjiesbl, HaJIMYHe OCJOXKHEHHH, aJIeKBATHOCTh JieUeHHs,
WHIMBHYyallbHasi aKTHBHOCTH [6].

[IpakTHyeckH y BceX GOJILHBIX BbLISIBJSIETCSI XPOHHYEC-
KHH CHHYCHT, a y 1 /3 GoJibHBIX cTaple 8 JieT — MOJIHIIbI
Hoca. Cpe/ii OC/IOXKHEHHH CJleflyeT BbIIEJNHTh XpPOHHUEC-
Koe JleroyHoe cepjlle, JHarHOCTHPOBaHHOe HaMH Y 55%
6ounbHbIX (1ekoMneHcHpoBanHoe — 16% ), ouaroBsiit Hiu
MYJIbTHJIOOYJISIpHBIH GHJIHAPHBIH LUPPO3 MEYEeHH — Yy
13%, nHeBMO- H nuornHeBMoTopake — 5%, Jierounoe
(6%) wu xenymounoe (2%) kpoBoTeueHHe, caxapHblii
nuaber — y 1% [5,20,21].

depmeHTaTHBHASI HENOCTATOYHOCTD IOXKEJYA0YHOM
JKeJIe3bl C OTCYTCTBHEM BceX (hepMeHTOB (TpHricHH, JHnasa,
amusasa) Habuaiogaercsi y 80%, y 10% — aucnankpe-
atuaMm 1 0kos1o 10% 60o/IbHBIX COXPaHSIOT (DYHKIHIO STOI
xeJie3pl. OCHOBHBIMH CHMIITOMaMH KHILEYHOIrO CHHAPOMA
SBJISIETCSl METeOpH3M, OOGHJbHBIA uacTeliii (4—6 pas)
JKHPHBIH H 3JI0BOHHBIH CTYJI, BEINTaflaHHe NIPSIMOH KHILKH.
Hapsny ¢ nmaHkpeaTHyeckoil HeJOCTAaTOUHOCTHIO OTMeYe-
Ha JUChYHKUHSA >KeJe3 TOHKOro KHILIEYHHKa, KOTOPOH
OTBOJIUTCSl 3HAUMTEJIbHAS POJIb B Pa3BUTHH MEKOHHAJIb-
HOrO HJjleyca HOBODOXKIEHHBIX M €ro 3SKBHBAJIEHTOB Y
cTapuinX 60/ibHbIX. MeKOHHAJIbHEIH HJIeyC CYHTaeTcs
MepBBIM H JIOBOJIBHO T'PO3HBIM OCJIOXKHEHHeM, HabJiio-
naembiM y 10—15% 6GosbHbIX. Bhinagenue npsiMoji KHIIKH,
HabJlolaeMoe HaMH Y 17% 6GoabHBIX, 06BIYHO He Tpebo-
Bajio XHPYPrHYeCKOH KOpPPeKUHMH H MPOXOAHJIO 4epe3
1,6—2 mecsiua npH npaBHJILHOM yXo/ie Ha ()oHEe AHETHI H
afileKBaTHBIX 1103 (epmenTos [9].

JloBo/IbHO XapaKkTepeH BHeWIHHH BUA pebeHKa,
6onbHoro MB: KyKkosbHOe JIMLO; pacllMpeHHas!, HepeaKo
nepopmupoBanHas (6oukoobpasHasi ¢ BhIGyXxaHHeM
PYAMHbI) TPyAHAsi KJA€TKa; GOJIbILIOH, B3LyThii, HHOT/A
JAryLayui )KuBoT (y JeTelt rpyfHOro BospacTa HepeaKo
MyMoYHasi TPbIXKa); Xy/ble KOHEYHOCTH ¢ “6apabaHHBIMHU
najsioykaMn” U “4acoBBIMH CTeKJaMH~ KOHLEBBIX (haJlaHr;
cyxasi cepoBaTO-3eMJIMCTOTrO LiBeTa KoXa C pacyecaMH.
OTmMeyaeTcst HABSI3YMBBIH [I0 PBOTHI KallleJib C THOHHOMH B
BHJIe KOMOYKOB MOKPOTOMH, HHOT/IA C NPOXKUJIKAMH KPOBH,
LIHaHO3, OAIbILIKA, CyXHe CBHCTSILHE H BJa)KHble Pas3Ho-
KaJHGepHble XPHIIbI, TaXHKap/Hs, yBeJHUYEeHHAs TMeyeHb,
HEPEeIKO M celle3eHKa, THITHYHBbIH CTYJI.

JluarHos B HacTosilee BpeMsi 6a3upyeTcsl Ha HaJH4YHH
XPOHHUYECKOT0 OGpPOHXOJIErOYHOro I[poliecca, KHIIEYHOro
cuHppoma, cayyaeB MB y cubcoB u motoBoro Tecra. B
MaHHpecTHOl (opme auarHocTHka MB He BbIsbiBaeT
saTpyaHeHuil. Tem He MeHee s noarBepxkiaeHuss MB
TpebyeTcst TPEXKPATHBII MOJOXKHTEJLHBIH “MOTOBBIA” TecT:
cofiepKaHue XJOpHAOB ToTa Bbilme 60 MMoJb/J MpH
HaBecke nota He meHee 100 mr. B Hacrosiuee Bpemsi B
CIIA Bwmmyckaercs anmapat “Makpogaxt” (dpupma
“Beckop”), nospossiiomyii npy Hannduu 10—15 mr nora
moJiyyath abGCOJIIOTHO TOYHBIE MOKAasaTeJH COAeprKaHHs
aekTposiuToB. [Ipy mosiyueHHH NOrpaHHYHBIX YPOBHEH
(40—60 mmonb /1) Heo6XonuMO NpHGeraTh K reHeTHYec-
KoMy obcJjienoBaHuio ceMbH. C yyeToM KIHHHYECKOro
nosuMopuama auarHocTHky MB cienyeT npoBoAnTb B
cJIeyIoHX rpynnax “pucka” (ta6a.3).

BesyciioBHbIH HHTepec ISl YYEHBIX H CIelHalHCTOB,
saHUMawImXxcs npobsemoit MB, npexacrasasier Koppe-
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Ta6auuma 3

Ipynna pucka (past andppepenumnanbnoi guarnoctuku) MB
Mo KJAMHHYeCKUM (opMaM M CHHApPOMAM

I. BPOHXOJIETOYHBIE MTOPAXEHMHWS:
1. TloBTopHble H peUHAHBHPYIOLIHE MHEBMOHHH C
3aTXKHBIM TeUeHHeM
2. AGcueaupyiolne NHEBMOHHH, 0coGeHHO y jieTelt
rPYHOro BO3pacTa

3. Xponuueckue MHEBMOHHH, 0COGEHHO JIBYCTOPOHHHE
4. BpouxuanbHas actMma, pedpakTepHast K TPajHLHOHHON
Tepanuu

5. Peuupupupyioume 6poHXHTH, GPOHXHOMUTHI, 0COGEHHO
¢ BhiceBOM P. aeruginosa

II. ABSMEHEHHUS KEJIY JOYHO-KMIIEYHOI'O TPAKTA:
6. MekoHHaNbLHDLIA WICYC H Cro IKBHBAJNCHTDI

7. CHH[IPOM HapyueHHOro KHile4Horo BcachbiBaius
HEsSICHOro reHesa

8. JKentyxa 06CTPYKTHBHOTO THNA Y HOBOPOXICHHLIX C
3aTSKHBIM TeUeHHEM

9. Llupposnl neuenn

10. Caxapuuiii anaber

11. Tactpoasogaranbibiit peduiioke
12. Xonenutnas

13. Boinagenue npsiMoii KHILKH

1. UISMEHEHHWSA OPYIMX OPTAHOB M CUCTEM:
14. Hapywenue pocta ¥ pa3BuTHs
15. 3aaepxKa MoJIOBOro pa3BHTHSI
16. Myxckoe GecriioaHe
17. Tloaunsl Hoca
18. Cubenl u3 cemeit ¢ GoabHbiMu MB

JAUUA KIMHHYeCKHX (opM, XapakTepa M CTeleHH
HapyllIeHHS OT/EJbHBIX OPraHOB H CHCTEM, 0COBeHHOCTeH
TeyeHHs1 MB ¢ xapakTepoM MyTaUHH MaTOJOrHYECKOTO
reHa: romosurora no AF508 wuam rereposurora AF508,
JH60 coyeTaHHs] HeH3BECTHBIX MyTauui. Haum Habuio-
AeHHust ¥ obcaesoBanus 115 GoabHBIX ¢ pasHbIMH (op-
Mamu 6oJie3HH, BOBJIeYEHHEM PasJIMYHBIX OPraHoOB H
CHCTEM, HaJIHYHeM TeX WJIH HHbIX OCJIOXKHEHHH, pa3HbIMH
YPOBHSIMH 3JIEKTPOJIHTOB [TOTa He MO3BOJISIIOT MIOKa YeTKO
M OJIHOCJIOXKHO XapakTepH3oBaTb romosurot no AF508
KaK HauGosee TspKesylo popmy MB, xots MHorue 3apy-
GexxHble aBTOpbI YKasbiBaloT Ha 370 [14]. Hapsiny ¢ sTHm,
MMeIOTCsl COOBILEHHsl 0 KpaHHe TsiKesloM TeueHHH MB ¢
JAPYTHMH MYTAlLHSIMH, YTO HAXOJMT OTpa)KeHHe U B CepHH
Haumx (coBmectHo ¢ 3.A.Xadusosoii, 1992) nabiio-
JAEHHH H UCCJIeloBaHHH.

Jleuenne MB — tpynHas 3ajgava, Tpebyiolasi 6obLIHX
MOpaJIbHBIX H (PH3HUECKHX CHJI, a TaK)Ke BpEeMeHH H
3HAYHTEJIbHbIX MaTepHasbHbIX 3aTpart. [lo HaumMm pacye-
TaM B HacTosillee Bpemsi Heo6xoxumo ot 35 000 xo 50 000
py6uaeit B rox Ha omHoro GoJsibHoro B PoccHH, Toraa Kak
B CIIIA srta cymma kosebiaercs or 5000 mo 30 000
J0J1J1apoB. DTO SABHJIOCH OCHOBAHHEM ISl O(OPMJIIEHHS B
HaweH cTtpaHe getaMm ¢ MB psga abror: GecriatHoe
JeyeHHe B aMOyJIaTOPHBIX YCJIOBHSIX, MOocOOHe IO HHBa-
JIHAHOCTH, JIbFT'OTHOE TMOJIy4YeHHEe MXXMJOH MJIoUaaH.

Heo6xoauMo ¢ moMoLpbio TepaneBTOB CTPAHbl 3TH JIbTOTHI
MPOJVIHTL HA BCIO >KM3Hb GOJIHOTO, YTO, K COXKaJIEHHIO,
MoKa He IpeflyCMOTPEHO 3aKOHOJAATEJbHBIMH aKTaMH.
Bosee Toro, nepeuens Jibrot st 60ibHEIX MB M HX cemelt
B COBPEMEHHBIX YCJOBHSIX JOMKEH OBbITh CYLIECTBEHHO
pacuupen. JleueHHe Ha paHHUX CTagUsiX GOJIe3HHM Har-
paBiieHO Ha nojyiepKanue 3((peKTHBHOIO OUHILEHHsT GPOH-
XHaJIbHOTO JlepeBa OT BSI3KOH MOKPOTBHI, 60pp0y C HH-
(exuHel AbiXaTe IbHBIX MyTel W obecrieyeHHe XOpoLIero
¢usuyeckoro paspuTHsI GosbHOro. dP(PeKTHBHOCTH
NPUMEHEHHs] MYKO- M OPOHXOJHMTHYECKHX IpernapaTos
3HAYMTEJbHO T[OBBILIAGTCSI MPH COYETAHHM HMX Ha3Ha-
YeHHsI ¢ JbIXaTesibHOH rumMHactHkoi u JIPK, mosuim-
OHHBIM JIpeHaXkeM H BHOpoMacca)eM TI'PyAHOH KJETKH,
ayTOTE€HHBIM JIpeHaXeM H (pOPCHPOBAHHOH SKCIHUPATOp-
HOH TeXHHMKOH, NMPHUMeHEeHHEM MacKH C IOJIOXKHTeJbHbIM
nasiieHueM Ha Bbijoxe (PEP-mask) n ¢pnarrepa. [TomyyeHst
XopollHe pe3y/abTaThl caHaTopHoro Jjedyenus (“Xax-
xubeit”, r.Ogecca) ¢ npuMeHeHHEM MOABOLHOTO
rHjipoMacca<a rpyJHOH KJETKH, TPSI3eBbIX aNMJIHKauuH
Ha rpyab [7,19], a Takxe snexrTpopusmoTepanuu, B
YaCTHOCTH CHHYCOHAAJIbHOMOYJIHpOBaHHBIX TokoB [11,12].
B nocsiesHue roapl Bee IIHpe MPaKTHKYIOTCS B JeyeGHo-
peabH/IMTallHOHHBIX LeJSX A03HPOBaHHble (pH3HYECKHe
Harpysku. OHu HecyT IBOHHYIO (DYHKUHIO: TPEHHPYIOLUHH
(et ¢ HapallUBaHHEM MbILLIEYHOH MaccChl, a TaKxKe
HeIocpeJICTBEHHO CMOCOOCTBYIOT JIyHLIEMY OTXOXK/AEHHIO
MOKPOTBI KaK MeTOJ Mpe/ABapsIOLIHi ayTOreHHbIH ApeHax,
MO3HUHOHHBIH JIpeHaX, KJomnd-Maccaxk H BuUGpomaccaxk
rpyaHoH kiaeTkd. Haium ‘Ha6uiofeHHsI W McclielOBaHHUS
(coBmectHo ¢ K.M.H. O.M.CuMoHOBOII), mpoBe/ieHHbIE B
TpeX pernpe3eHTATHBHBIX Tpynnax aeTeH, GO0JbHBIX
nepBuyHoit (50 pmereit), BropuuHoit (68 GoabHBIX)
XPOHHYECKOH MHEBMOHHEH 1 MyKoBHcLH030M (32 peberKa),
CBH/IETEJILCTBYIOT O MOJIOXKHTEJBHOM BJIMSIHHH Cy6Mak-
CHMaJIbHbIX (PU3HYECKHX HArpy3oKk Ha TpeHa)kepax:
TPeAMHJI, BeJIOIProMeTp M MHHH-6ATyT, a Takxe JO3H-
POBaHHBIX 3aHATHH CITOPTOM Ha JbIXaTEJbHYIO H CepeyHo-
COCYIMCTYIO CHCTeMbl, (pH3HYeCKYI0 paboTOCIOoCOOHOCTD
(PWC 170) u, yto Hema/loBa’KHO, SMOLIMOHAJLHEIH CTATyC
GosbHBIX BhllIeyKkasaHubix rpynn [8,21]. CnenosaTesibHo,
GosbHbie MB u gmetu ¢ apyrumu Qopmamu GpoHxose-
TOYHOH MATOJIOTHH MOTYT H JIOJDKHBI 3aHHMaTbCsl (hUaHyec-
KHMH YIpa)KHEeHHSIMH M JlaXkKe CIIOPTOM C CyOMaKCH-
MaJIbHbIMH Harpy3KaMmH I0J CTPOrHM BpayeGHBIM KOHTPOJIEM.
Ocobyi0 0CTOpPOXKHOCTh cjlefyeT cob/iofaTh GONBHBIM C
NpH3HaKaMH MeperpysKH Nnpasbix oT/edos cepaua ((opmupy-
ioLeecs, chopmupoBanHoe cor pulmonale). Haubonee pa-
LIHOHAJIbHBIMH BHJIaMH CIIOPTA CJIelyeT NPH3HATh IJ1aBaHHe,
Ger, e3y Ha BeJIOCHIEe/le, BEPXOBYIO €3]y, NMOJABHXHbIE
Urpbl HA BO3/lyXe.

BesycnoBHo, anTHGaKTepHa/IbHASI TepalHs COXpaHseT
CBOe Ba)KHOe 3HayeHHe, HO M 3jleCb TaKTHKa cyllec-
TBEHHO H3MeHHJach. OO6IEH3BECTHO, YTO HaHOOJBIIYIO
TPYAHOCTb NMPEACTABJSIOT 60JbHbIE C XPOHHYECKOH KOJIO0-
HU3alMell CHHerHo#HoH nanoyky (MocTosHHBIN ee BhICEB
Gosee 6 Mmecsues).” Yactota ee BbiceBa B HauboJjiee
KPYMHBIX LeHTpax no MB B mnociegHue roael craJja
npeshiath 70—75% [16—18,22,23]. B cBsisu ¢ 3THM
MPH3HAHO Liesiecoobpa3HblM H36eraTh HJH YMEHBUIHTb
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RESPIRONICS INC.

BiPAP S/T-D

BiPAP S/T-D o6ecneuunsaet addek-
TUBHYIO HEMHBA3UBHYIO pecrnuvpaTop-
HYIO Tepanuio.

REMstar Choice

REMstar Choice ny4wuii Beibop npwu
NeYeHun CUHAPOMa anHo3 BO BPeMs
CHa B AOMaLUHUX YCIOBUSIX.

-
~ o -

b4 ‘lunemuCeHc
Meawuwsiccoe OGopyacsanme, uarvocTuca v fleverme

CI MynemoCexc, 105077,a/92,
r. Mockea, 11-a [Mapkosas yn.,
n. 32/61, kopn. 2.

Ten.(095) 461 90 45, 4658385
dakc.(095) 461 37 41

BiPAP S/T-D Hospital System - nepBbiit anna-

paT BEHTUNALUUN NEerkux ¢ NoAAEPXUBAKOLLUAM
hasneHuemMm (pressure support) cneuvanbHo
pa3paboTaHHbIN ANA HEUHBA3UBHOW Tepanuu
C NMOMOLLbID HOCOBbLIX U JINLUEBbLIX Macok, Mno3-
BONAOLLNIA OTAENIbHO PerynmpoBaTb UHCMUPa-
TopHoe (IPAP) un akcnupatopHoe (EPAP) pas-
NneHwve B AbixaTesibHblx NyTax. lNMpumeHseTcsa y
B3POC/IbIX N AeTen ONS IeYeHUa BEeHTUNAUMn-
OHHbIX PaCCTPOMNCTB AblXaTeNbHOW CUCTEMbI B
TepaneBTU4YeCKOW KINHUKE, UHTEHCUBHOW Te-
panun n peaHMMauumu, a Takxke Ong nedeHus
CUHAPOMa arnHO3 BO BPEMS CHa.
O6ecneymBaeT 4 OCHOBHbIX PeXuUMa CrOHTaH-
HOW BEHTUNALUMN NEerknx C NoaaepXuBaloLwmm
nasneHvem (B Tom yucne CPAP). Tossonser
MOHUTOPUPOBAaTb U PErMCTPUPOBAaTHL JaBneHune
B AblXaTeSIbHbIX MyTAX, AblXaTesbHbI 0ObEM K
BEJIMYUNHY YTEYKMN.

REMstar Choice - nopratusHasa cuctema ans

CO34aHu1a NOCTOSAHHOIO MOJIOXUTENbHOro OaB-
neHua B abixatesnbHbix nyTax (CPAP).
MpumeHsaeTca ona nedeHns BEeHTUNALMOHHBIX

pPacCcTPoOnNCTB AbixaHus. Cambli yA0oOHbIM U 3d-

PEeKTUBHbLIN CNOCO6 NeYeHNs HapyLIeHUn Obixa-
HUA BO BPEMS CHa, B TOM Yucne o6CTpyKTUBHOM
1 cMelaHHoW GopM arnHoa. MimeeT Hauny4lume
xapakTepucTukmn n obecnedmBaeT HaMboObLLUUNA
KOM®OPT Ang nauueHTa: HOCOBblIE Macku Co

BCEMU NPUCNOCOBNEHUAMMN, ANCTAHLUMOHHOE Y-

paBneHune ypoBHA AaBJZIEHNA U BpeMeHu A0CTUu-
XEHUNA ero UCXOL4HON BEJINYUHbI, BO3MOXHOCTb

MNCMOJSIb30BAHUSA NPOCTOrO HO BbICOKO3(hDEKTUB-

HOro yBnaxHurensd, tuxas padorta, Wpokun an-
ana3oH nopgepxwusBawolero gassieHusa (ot 2.5
0o 20 cm H20), ctabunbHbI YPOBEHb YECTAHOB-
JIEHHOr0 AaBJieHNs B AblXaTesibHbIX NYTAX Aa)xe
npyY BO3HUKHOBEHUN YTEYKWN.

[MpuMeHseTcsa y B3pOC/bIX U AEeTeln B KIIMHUYEC-
KUX 1 AOMaLLHUX YCIIOBUSAX.
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yucho rocnuranusauuii. [Tomumo yrpossl cymep- H
nepeKpecTHOH MH(PEKUHH, KOJIOHH3AUHH CHHErHOMHBIMH

nanoukamu (P.aeruginosa, P.cepacia n ip.), rociiuTaiiu-

3alisl HAHOCHT peGeHKy H ero cembe OOLIEH3BECTHbIMH
MaTepHaJIbHbIH M MopasibHblil yuiep6. Tlostomy B psie
crpaH 3amajia cosjlaHbl crielManbuble 6purajsl, ocyiiec-
TBJASIOLIHE BHYTPHBEHHOE BBejleHHe aHTHOMOTHKOB M
JPYyrUX HEOOGXOAMMbBIX ME/HKaMEHTOB Ha HOMY [23].
OG6bIYHO MPOBOAUTCS 2-HeJIeJIbHBIH KypC aHTHCHHErHOH-
HBIMH TIperiapaTaMH peryJisipHo Kaxiple 2—3 Mecsna,
HE3aBHCHMO OT HAJIMYHSI MJIH OTCYTCTBHSI o6ocTpeHus MB.

Haub6osiee sdppekTuBHbIMH 1IpH MB ¢ BbiceBoM cTa-
(hUIOKOKKA B HacTosiliee Bpemsi SIBJSIOTCS [1OJyCHH-
TeTHYeCKHe MeHHUHIVIHHB! (aMIHLUMIIHH, OKCHIMIUIMH,
amnuoke), nedamnocnopunsl (uedamusun, Kaadopan,
nouraued, uedrasuaum — (GopTym); npu o6HapyKEHHH
P.aeruginosa — NeHHUHIHHB 3—4-r0 MOKoJNeHHs

 (a37OLMIIIMH, MESJIOLUMJIVIHH, MHIPALM); LedalocropHHBl

(poprym, Lepo6H/1); aMHHOTIHKO3M LI (reHTAMHLIHH, TOGpa-
MHLHH, 6PYJIaMHLHH, LIM3OMHLHH, HUIOLUMH, aMUKALHH);
xuHoJoHbl (uMnpoduokcauut, oduokcaunn). AmbyJa-
TopHoe JieueHne GosbHbIX MB obsieruusiocs ¢ nosiBjaeHHeM
aHTHOMOTHKOB XHHOJIOHOBOTO psijla B BHJe TabjeTHpo-
BaHHBLIX (opm aas rpuema BHyTph [18,23]. Haw
He6oJIbILION cOBCTBeHHbIH onbiT (23 GonbHbIX B Bo3pacTe
or 6—18 ner) npumenenust uunpodokcaunta (unpo-
ail) B BH/Ie KYPCOB B Te€UeHHe ABYX HeJleJib B IOMalIHHX
YCJIOBHSIX C KOHTPOJIEM B JIHEBHOM CTalMCHape y6exaaeT
B LEJeCOo00pa3HOCTH MoJ06HOH (OpPMbI TeparnHH, ero
HCKJIOYHTeNbHON 3 pexTuBHoCTH (9KOHOMHYECKHI
H TICHXOJIOTHYECKHH SQJ(keKTbI, HCKJIIOUEHHE cyTep- U
nepekpectHoil HH(peKunit). Jlo3bl nepeyncieHHbIX Bbille
npenapaToB Mbl jaeM MakcHmalbHble. MiHora npuberaem
K KOMOMHALHSIM aHTHOHOTHKOB M METOJIOB HX BBeJIeHHS
(BHYTpHBEHHBII, BHYTPHMBILIEUHDII, BHYTPb, B MHFAJSILHSIX).
[IpoBesieHHBIE aMEPHKAHCKHMH yUYeHBIMH HCCJIelOBaHHS
110 TOKCHYECKOMY BJIHSIHHIO aMHHOITIHKO3H/IOB, B HaCTHOCTH
reHTaMHLMHA, [IPH HHTaJSHOHHOM My TH BBe/IeHHS ITOKa-
3aJIH BO3MOXKHOCTb YBEJIMYEHHSI CYTOYHOH J103bl B IECATKH
pas. IIpu 3TOM jomycKaeTcsi OJIHOKpaTHOe ee BBeJleHHe
YTpPOM MK BedepoM. MHransuusaM aHTHOHOTHKOB ceffyac
BHOBb yjeJisieTcsi GoJibllioe BHHMaHHe He TOJbKO CO
CTOPOHBI Bpaueil W y4eHbIX, HO M pojHTesieH, HMEIOLHX
GOJIBLLIOK OTIBIT B HALLEH CcTpaHe. YUHTHIBAs NOBbILLIEHHBIH
PHCK MepeKpecTHOH MH(EKUHH H 0CO6eHHO HH(HULHPO-
BaHusi P.aeruginosa, 8 CIIIA u crpanax 3anaiHo#
EBponel npakTHkyioT rocnurasusanuu O60JbHBIX,
BbICEeBaIOLUMX P.aeruginosa, oTAeNbHO OT GoJbHBIX 6e3
Hee. 1o, no nanubiM npod. H.Xoit6u (Mauus), cHusuio
yacToTy BbiceBa P.aeruginosa B TOCTe[HHe TOibl B
Jauuu B 4—5 pas [21].

CyliecTBeHHOMY MepecMOTPY MOJBEpPrHyTa B rocJje/Hee
BpPeMsi M CTpOrocTb AHeTbl st GosbHbX MB B naane
orpaHuyeHusi norpebieHus xupa. B Hacrosiee Bpems
He TOJIbKO He PEeKOMEHJYIOT OrpaHHYHBaTh XKHPbI, a
Hao6OpPOT TOBBLILLIAIOT MX COJepXKaHHe, B OCHOBHOM 3a
CYeT JKHPOB pacTHTENbHOro nporcxoxaenus. [locaennne
GoraTbl HeHaChILIEHHLIMH JKHPHBIMH KHcaoTamu. [lpu
5TOM COBEpIIEHHO HEeOOXOAMMO 3HAYHTEJIbHO MOBBICHTD
JIO3bl 3aMeCTHTEJIbHBIX (JEPMEHTOB MOLKEJy/IOUHOH JKeJle3bl

(nankpeaThH u ero anasoru). YKesatesbHO NpUMeHEHHe
COBpeMeHHBIX MHKpochepHyecKux ¢opM (epmMeHTOB
tuna “Kpeon”, “ITaukpeasa”, “Ilposunasa”, “Ilansurpar”,
“3umasa” u sip. OcobeHHOCTbIO 3THX (POpM (hepMeHTOB,
npou3BoAuMbIX Beayummu ¢upmamu CLIA (Me Neil-
Pharm) uw ®PI' (Kali-Chemie) siznsieTcsi TO, uTo
rmocJieJiHHe B BHJie rpaHyJs pasmepom 1,4 MM 3aK/ioueHb!
B KHCJIOTOYCTOHYHBYIO 060JIOUKY W MOKPLITHI KarcyJoH,
pacTBopsiiolleicsl B ABeHaJAUATHNEPCTHOH KHIIKE.
dddexTuBHOCTL 3THX GopmM B 4—5 pa3 npesbilaeT
obuen3BecTHoie (THMAa NaHKpeaTHH, MaHKypMeH,
TpH(epMeHT, MaH3nHOPM H T.4.). Haw onbiT npuMeneHus
mukpocdepuyeckux dopm pepmentos (“Kpeon”, “Ilan-
surpar”, “3umasa”) y 45 6onbHBIX 10Ka3aJ He TOJBKO HX
BBICOKYIO 3()()eKTHBHOCTb, HO H HEOOXOJAMMOCTb COOCTBEH-
HOTO TMPOM3BOACTBA JIM6O 3aKyNKH 5THX npenaparos [9].

Cyrounasi nosa QepMeHTOB, MOAGHPAaeMbIX HHAWBH-
AyaJlbHO, pacripejiesisieTcsi 1Mo 4YHUCJy NPHEMOB IHILH, a
TaKXKe 3aBHCHT OT ee Xapakrepa M oObema. Jlyuue
MpUHUMATD NHILY Yaile (4—5 pas) u MasbIMH MOPLUHUSIMH.
MHorpa jlonyckaercst JOMOJNHUTENIbHOE HOYHOE KOpMJe-
HHe JlayKe JIeTSIM cTapliuero Bospacta. B ycjoBuax orcyr-
CTBHSI MHKpocepHyecKHX (GopMm (pepMeHTOB H HejocTa-
TOYHOH 3(PPEKTHBHOCTH CPeAHHUX H OCOGEHHO BBICOKHX
(6osee 10 r B cyTku) A03 OOBLIYHBIX (pEPMEHTOB
HeoOXOAMMO Ha3HayaTh NpenapaThbi, CHHXKAIOIHE KHC-
JIOTHOCTD KeJyZlouHOoro coka (UHMeTHAHH, PaHHTH/IHH,
6ukap6oHaT Hatpusi). Heo6XxomuMo NOMHHTbL O MOBHI-
LIeHHOH noTpe6HOCTH GosibHEIX MB B rnoBapeHHOH cosn
— oT | 10 5 r KONONHUTEIbHO, B CBSI3H C MOBBILIEHHOH
noTepeit eKTPoNHTOB ¢ notoM. [1pu pasBuTHu ocnox-
Henuit (lerouHo-cepey bl CHHAPOM, LHPPOF TeUeHH)
aueTa TpebyeT COOTBETCTBYIOIUEH KOPPEKLHH.

B nocnepnue 5 neT Mbl ¢ ycrnexom cTasH MPHMEHSITh
IJIQKOKOPTHKOM/bI, KOTOpble OKa3blBalOT HaHOOJIbLUIHH
s¢gdekT y nereit paHHero Bo3pacTa C KJIHHHKOH BbIpa-
JKeHHo# GponxuanbHoil oberpykuun [20]. B nactosiuiee
BpeMs TposioHrHposanHble (10 4 JieT) albTepHUpYIOLLHE
KYpCbl TIpefHU30JI0Ha mosy4aioT oKoso 50 GoJIbHBIX B
Bo3pacre oT 3 MecsileB 10 12 siet. B pesysibraTe 60/bHbIE
atol rpymmnel pexe 6oseior OPBH u paior oboctpenus
XPOHHYECKOro GPOHXOJIErOYHOro rnpouecca, Jyuuie (u-
3M4YeCKH pa3BHMBAIOTCS, HMMeloT OGojiee BbICOKHE IOKa-
3aTesii (DYHKUHHM BHewHero japixaHusi. Hceaegopanus
MPOIOJIXKAIOTCA U TPeOYIOT TLIATeJNbHOrO aHajlH3a NpexJe
YyeM MOXKHO OyJleT peKOMeHIOBaThb FOPMOHOTEpAlHiO B
LWIKPOKYIO MeHUHHCKYI0 NpakTHKY. OfiHaKo yxe Ternepb
MOYKHO CKa3aTb, YTO CPeJHeCYTOUHble [03bl IMpeHH-
30JI0Ha He JOJKHBI npesbiwath 0,4—0,5 Mr/Kkr macch,
MpH STOM BCsl Jl03a NPHHHUMAeTCs OJHOKPATHO YTPOM,
yepes eHb [21].

Peatuaurauust 110 GosibHBIX ¢ pasHbIMH (opMaMH H
CTerneHbIo TSHKECTH B Bo3pacTe oT 2 jio 16 siet B ycsioBusix
crieLaHanpoBanHoro canatopus “Xamwkuteir” (r.Ozecca,
yicc/e/IoBaHMsl MPOBOJAMJINCH COBMECTHO ¢ Kadeapoi
neguatpun OJlecCKOro MeJMHCTHTYTa — 3aB. Kadeapoi
npo. B.]1.PesHuik) rokasajia palHOHaIbHOCTb HanpaBJIeHHs!
B M0J06HBIE CAHATOPHH GOJILHBIX C JIEFKHM TeueHHeM
(50—60 Ganos mo mkane IlIBaxmana—Bpacduibia)
wan cpeanersukenbiv (41—>55 6aiiios).
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[lpu aucnaHcepHoM HabMIOJeHHH LesecoobpasHo
TPOBOJMTH MIEPHOJAHYECKYIO OLIEHKY COCTOsIHHSI 60JIbHOTO,
a¢p(peKTHBHOCTH aMOyJIaTOPHOrO JIeUeHHs, JUIsi Yero JocTa-
TOYHBl PYTHHHBIE MeTOJbl OOC/e/0BaHHSI M CBeIeHMS,
coobliaeMble POAUTEJISIMH O XapaKTepe Kallljisi, KoJHyec-
TBe OT/IeJISIEeMOH MOKPOTHI M ee XapakTepe, JHHaMHKe
Beca ¥ pocTa, anneTHTe, IBHraTeIbHOH aKTHBHOCTH 60J1b-
HOro, yacToTe H Xapakrepe cryJsa. Bompoc o mepHo-
JIMYHOCTH BH3MTOB K Y4acCTKOBOMY MeJAHaTpy MOJHKJIH-
HHKH M crienaiucety MB LeHTpa peliaetcst HHAHBHYaJbHO,
HO peKOoMeHAyeTcsi nocelleHHe He pexke | pasa B 3
Mecsia, MpH ITOM HeOOXOAHMMO IPOBOJHTHE MHHHMYM
MCCJIeIOBAHHI: aHTPOINOMETPHSI, aHaJH3 MOKPOTHl Ha
(iopy H ee 4yyBCTBHTEJbHOCTb K aHTHOHOTHKAM, PBJI 1
rasbl KpOBH, aHaJIH3 KPOBH H MOUYH, KonporpamMma. buoxu-
MHUecKHe HccienoBaHus, dxoKI u axorpaduio rneyeHH,
JKEJNYHOTO IMy3blpsi, HMMYHOJIOTHUECKHE TeCThl CJeayeT
TPOBOAHTD 1O MOKa3aHHsM, 00bIuHO He yalle | pasa B rox.

[Tepen cembeit GosbHoro MB BcraeT psg MeaHKo-
COLHAJIHBIX BOMpocoB. Mbl cYHTaeM NpaBHJbHBIM H
MIPOBO/IMM BHEOYEPe/HYIO FOCIHTAIH3alHI0 60JIbHOTO MPH
060CTpeHHH, KaK MPaBHJIO ¢ MaTepbio (B HCKIIOUHTEb-
HBIX CJy4yasix ¢ OTLIOM), KOTOpasi He TOJBKO YXaXKHBaeT
3a GOJIbHBIM, HO M aKTHBHO Y4acTByeT B Jie4eGHOM
npouecce: HHraJsIHH aHTHOHOTHKOB, MYyKO- H GPOHXOJIH-
THKOB, Jlaya 3aMeCTHTeJbHbIX ()ePMEHTOB B ajIeKBaTHbIX
no3ax, noabupaembix jgevaium Bpauom, JIPK, dpusuuec-
KHe HarpyskH, JieueOHbIH Maccak, MO3HLUHOHHBIH ApeHax
¢ BHOPO- MK KJIOM(MaccaKkeM IPyJAHOH KJIETKH H JIp.

Ocobylo npobiieMy npejacTaB/sieT pasBUTHE JHUYHOCTH
60JIbHOTO, TMpollecC COLHAJH3ALUHH KOTOPOTO 4HacTo
3aTpy/iHeH M3-3a GoJiblllell OMacHOCTH HH(HLHPOBaHHS,
oco6enHo OPBH, B setckux xosrektHBax. [IpoBeseHHbIe
HaMHM MCCJIC[IOBAHHMSI M JaHHbIE JIUTEpaTypbl CBHIETEJb-
CTBYIOT, 4TO y OGosbHbIX MB HapyuieHa rymopasbgast
cHCTeMa MecTHOro MMMyHHTeTa (CHHXKeHHe CBIBOPOTOY-
Horo IgA), cHMXeHbl MPOTHBOBHPYCHBIH HMMYHHTET,
HHTep(epoHooOpa3oBaHHe, a TaKkkKe KOJHYECTBO MaKpo-
daros 1 ux pyukuus (“cnsue” Makpodaru), MoHHKeHa
(darouutapHas (YHKUHS JeHKOLUHTOB, 0OCO6EHHO HX
MHKpoGuuHaHoe neiictere [2,6,10]. TTosTomy nomeutenue
aeteit, 60ibHBIX MB, B IOLIKOJIbHBIE JeTCKHE yupeXAeHHs
He nokasaHo. Bousbliasi 4yacTb 3THX GOJIbHBIX YCHeELIHO
MOCELIAIOT LLIKOJy, TOITOMY Bpay, KypHPYIOLLHMH ee, Io/KeH
ObITb YeTKO OPHEHTHPOBAH B OTHOLIEHHH CYTH OOJIE3HH,
4TOObl OCYLECTBHTb afleKBaTHOe HabJiojieHHe 3a GOJIbHbIM
C 11eJIbI0 BBIPaGOTKH ONTHMAJILHOTO PeXXHMa MocelleHHs
IIKOJIBl C TpeocTaBleHHeM, O06bIYHO, JOMOJHHTEIbHOrO
BBIXOJIHOTO B CepejiiHe HeJleJslH, coKpallleHHeM y4yeGHOoro
JIHSI ¥ OTAeNbHBIX YpoKoB. BoabHble MB ocBoGoxkaatoTces
OT CJIa4M 9K3aMEHOB, a IPH TSKeJIOM COCTOSTHHH MojjiexKar
oby4yeHHIO Ha JoMYy. ¥ 4YacTH GOJIbHBIX' B KOJIJIEKTHBAX
MOXKET Pa3BUTBHCS YYBCTBO HEMOJHOLUEHHOCTH H3-3a Kalllj,
HHOTla ¢ OOHMJbLHOWM, THOMHOH, AYPHO MNaxXxHyulleH
MOKPOTOH, M3-3a HEBO3MOXXHOCTH y4acTBOBaTb HapaBHe
CO CBepCTHHKAMH B Hrpax, copeBHoBaHHsX H T.A. C
JIpPYro CTOPOHBI, JAETH, JHUIEHHble OO6LIEeHHS CO
CBEPCTHHKAMH, Hepe/IKO CTAHOBSITCS Pa3jpaKUTeJIbHBIMH,
HEeJIOBOJIbHBIMH, aCOLHAJIHBLIMH H Jla’Ke aHTHCOLIHAIbHEIMH.
[Tostomy B psge crpan 3anaja cos3fgaHbl KJayGel s
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GoapHbx MB 1 ux poxureneii, B AHMIMHM BBITyCKaeTcs
crniennanbHbii XKypHan “CF News”, naTpoHOM KOTOPOro
siBasiercst npuHUecca Asiekcanapa. OmeiT paboTsl 3THX
KJIy6OB OLIeHHBaeTCs MCKIIOUHTEJIbHO BbIcOKO. BoJsbHOro
MB u poxuTeneit Heo6XoauMO NMoAGaAPHBATh, YKPEIJISATh
Bepy B ce0s, mpHoOLIaTh K KOJJIEKTHBY CBEPCTHHKOB,
ymesio (HHOrJa ¢ TIpHBJIeYEHHEM ICHXOJIOTa) HAIpaBJisis
9Hepruio 60JILHOro Ha Te BHAbI (PH3HYECKOH H YyMCTBEHHOH
JIesITeJIbHOCTH, BBITIOJIHASL KOTOpble OH He Oyjer cebs
YyBCTBOBATb HEMOJIHOLEHHbIM. MOXHO HajesiTbCsl, UTO
(GyHKUHOHHPYIOIHe B HaueH cTpaHe oHapl: JleTckui
donp, Poux musocepaust, Poup uuBanunos, KyabrypHas
MHHIMATHBA W Jp. OYAyT Ha BBICOTE B OCYLLECTBJIEHHH
IPEKPACHBIX JIO3YHTOB, MTPOBO3IJIALIEHHBIX HMH, B YaCTHOCTH
B psiie TesiemapadoHoB. OnbiT psifa cTpaH y6exnaer B
BO3MOYKHOCTH H He06X0AUMOCTH 3To# paGotbl. CoBpeMeHHast
AMarHOCTHKA, aleKBaTHASA TEPAIHs U MeIHKO-COLHaJIbHas
peaGHJIMTaLMS HA BCeX dTanax AUCrnaHCepHOro HabJ/oieHHS
GosbHBIX MB BelyT K MOCTOSIHHOMY YBEJIHUEHHIO Cpe/iHei
MPOJOJDKHUTEJIBHOCTH HX JXKHM3HM, KOTopas, KaK CKa3aHo
BbIlLIE, B 9KOHOMHUYECKH Pa3BUTBIX cTpaHaX paBHseTcs 31
roay, a B Poccun — okosio 14 set. 9To cTaBUT nepen
GOJIbHBIM W €ero ceMbeH BOIpPOC O MNpPO()OPHEHTALHH.
Bri6op mpodeccun ciegyeT peuiaTh COBMECTHO C Jeya-
IIMM BpayoM, COLMaJbHbIM PaGOTHHKOM C Y4acTHEM
ncuxoJiora. $IBJSISICE OTHOCHTEJLHO HOBOHM NpobJseMoi
Juist Hautelt cTpaHbl, MB TeM He MeHee HallleJ1 OTpaKeHHe
B MEJMKO-COLMaJbHOM 3aKoHojaTeabcTBe (mpHKasbl
MHH3/IpaBa O JIbTOTHOM MpPEeIOCTABJIEHHH MXHJIIOLIA/H,
06 uHBaJHAHOCTH GosibHbIX MB, 06 ux 6ecriaTHOM
JieUeHHH B aMOyJlaTOpHBIX YcJoBHSIX). B HacTosiuee
BpeMsi co3jlaercst cuctema ueHtpos MB B Poceun, opra-
HH30BaHa accoLHalus poauTesneH, 6osbHbIXx MB B3pocibix
1 Bpavel. OnHaKo NpPEACTOMT ellle MHOroe cjeJarhb,
4yTOOBI MOJAHSTH YPOBEHb MEIMKO-COLHAJbHOH TOMOLIH
9THM GOJIbHBIM M MX CEMbSIM JI0 YPOBHSI HHAYCTPHAJbHO
PasBHTBIX CTPaH MHpa.

OTKpbITHE reHa MYKOBHCIH/I03a BOOJYLIEBHJIO Y4YeHbIX
CHIA, Kanaapl, AHrIHH Ha TMOMCKH METOJOB T'eHHOH
tTepanuu MB. [Tony4yeHsl n1epBble pe3ybTaThbl B YCJIOBHSAX
JabopaToOpHi ¢ HCIOJb30BaHHEM afIeHO- H PETPOBHPYCOB,
B KoTopble BBoauTCst “HopManbHblii CFTR”. EcTb cBefieHus
(nepconanbubie coobmenus K.Olek, 03.92 r. u D.Kaznel-
son, 06.92 r.) o nIaHHpyeMOM KJIMHMYECKOM OIBITE Ha 2
nobpoBosiblax, GoabHbIXx MB, 1Mo reHHoH KoppeKLHH
yKasaHHBIM MeTozioM. Hapsiy ¢ reHeTHUecKHMH MeToaMH
YCIELIHO HCIMBITHIBAIOTCS! B YCJOBHAX KIHHHKH HEKOTOpbIe
TepCreKTHBHbIE JIEKaPCTBEHHbIE CPE/ICTBA: PEKOMOHHAHTHBIH
OL]-aHTHTPHUIICHH KaK MPOTEKTOP 3SHAO- M 3SK30TreHHOH
aJjlacTasbl, aMHJIOPH H peKOMOHHAHTHasl yesoBeyecKas
JHA-3a ¢ uesabio GbicTporo ¥ 3(G(eKTHBHOrO pasxKu-
)KeHHs: MokpoThl. Hakowew, B psine ctpaH (Awraus,
®panuus, Kanaga, ABcTpasusi H Jp.) yCIeUHO
OCYLIECTBJISIIOTCS B HACTOsillee BpeMsl TpaHCIJIaHTalHH
cepaua M Jerkux y 6osbHbix MB B craauu jgexomreH-
cauuH, a Taxxe nedenu (Ppanuus, Mspauns) npu wuppose
B CTalMH JieKoMIeHcaluun. XoTa 6oJbliiast 4acTh OnepUpo-
BaHHBIX GOJIbHBIX MOrMGJ/ia, HEKOTOpble XHBYT GoJjee 5
JIET, YCIEIIHO yyaTcs B KoJule/pkax, paboTaloT U BeyT
YJIOBJIETBOPHUTEJIbHBIH 00pa3 »KH3HH.
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AHaAU3 AErOYHO-AbIXaTEABHOMN CUCTEMbI — \
3TO Ba>KHbIN NHCTPYMEHT obecrneyeHus 3A0POBbA l—|€AOB€K8

3arpAsHeHne BO3AyXxa U Apyrue BPEAHbIE HAaPYLLEHWA SKOAOTUM MO BCEMY MUPY ABASHOTCH
OCHOBHbIMV MPUYMHAMW BO3PACTAIOLLLEr0 YACAA AETOYHbIX 3aD0OAEBaHNI.

PaHHUI AMarHO3 He TOAbKO NoMoraeT n3beratb AAMTEALHOTO AGUEHWSA, HO U MPUBOAUT K
3HAUYUTEABHOMY OBAETYEHNIO COCTOAHMA 3A0POBbA MaLMEHTa.

Hawum cAoXHbie cucTeMbl, paboTatoLme Ha MUKPOMPOLECCOPHOM YNPaBAEHUU, CrieLManbHO
npeAHa3HaueHbl AAA OCYLLECTBAEHUA BbICOKOIMIEKTUBHOM 1 PE3YALTATUBHOM AMArHOCTUKM

"KYCTO BUT P" — 310 KOMNakKTHaA NyAbMOHO-aHaAUTUYECKas
cuctema, npepHasHayeHHaa aaa CITIMPOMETPUN n
OCLIMAAATOPHOIO 3AMEPA COINMPOTUBAEHUA.

OHa TaKke nossoaset nposoanTs BHYTPUBPOHXNAABHOE
TECTUPOBAHWE.

"Aoxu-NMPOBOADKET P" — 310 naganbHas cuctema AAA
NHITAAALMOHHO-TTPOBOKALIMOHHbIX Tectos ¢
YETbIPbMA UHAMBUAYAABHO MPOrPaMMUPYEMBIMU CEPUAMMN
NPOBOKALUMOHHbIX TecToB. Cuctema MMeeT BO3MOXXHOCTb
pacLmpaTb cBou napameTpsl A0 30 TecT-cepum

C UCMOAB30BaHMEM MPOCTON KapPTOUKMN NaMATW.

"Axn-BOANCKOI P" = 3TO YCTPOMCTBO AAR 3aMepOB 0bbema
BbIAbIXaTEALHOIO U BAbIxaTeAbHOro notoka, CrTMPOMETPUN,
3AMEPA COIMPOTUBAEHWA n popyrux nokasarenen. Cucrtema
TaKXE UMEET BO3MOXHOCTb MOAKAKOUEHUS AAA OMPEAEAEHUA

A anchcpysum CO,,.

Ans onpeaenerus AOPY3NN CO,, POE, AbIXATEABHOTO
OBbEMA, OBLLEV EMKOCTW AETKX ToAbKO y Hac Bbl
cmoxete npuobpectu cuctemy "Axn-AABBEOCKOIT P".

Ans CMTUPOSPTOMETPU mbi pekomeHayem "SPTOCKOIT P".

HecmMmoTpA Ha CBOKO CAOXKHOCTb U BbICOKOTEXHOAOTMYHOCTb, BCE CUCTEMbI HAAEXKHbI 1 MPOCTbI B
obcAy>kuBaHMK. Bee aTn cuctembl NponseoaAaT coupmsl "Kycto Mea'" u "FaHCXopH
SAeKkTpoHuKC" B epmaHun.

qf’“‘*\é i AAs NoAyueHns noapobHo nHgopmaumm obpatuaitecs B MockoBckoe
4 ]:

A g npeacTasutenscTBo "AMT AokTop AaHKO MeAUUMHTEXHKK" NO TenechoHy
1 | |1 wnandpakcy: 095 954-88-26.
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HecMmoTpsi Ha oueBHIHBIE yCIIeXH, B pelleHHH npob/iembl
MB B Poccuu ocTaercst MHOTO BOIIPOCOB, elile TpebyIoiHx
CBOEro paspelleHHs: HeoOXOJMMO 3aBepllHTb cosjlaHue 6
peruoHa/JbHEIX LEHTPOB: obecrnieunTb MOCKOBCKHH,
C-ITeTep6yprckuii H perHoHalibHble LEHTPbI YKH3HEHHO
HEeOo6XOAUMBbIMH MeJHKaMeHTaMH, JAHAarHOCTHYECKHM H
peabHJINTALlHOHHBIM 060PY/I0BaHHEM; COBEPIIEHCTBOBATh
1 pacupath JHK-guarnocTuxky cpeiu BHOBb BbISIBJISI-
eMbIX CeMel M OCYLUeCTBJISITh aHTeHATaJbHYI0 JHarHoc-
THKY B [€PCMNEKTHBHBIX CEMbSIX; NIPOBECTH perHoHaJbHble
HCCJIe/IoBaHUS 10 YacToTe MyKoBHcLmuao3a metoaom IRT
Cpeay HOBOPOXKAEHHBIX C TMOCJEeAYIOIHM KOHTpOJieM
MOTOBLIM TecToM, a npu HeobxoxumoctH H JIHK-ucecse-
JOBaHHEM; TIPOJIHTD JIbIOTbI, KOTOPbIe HMEIOT AeTH, GoJbHbIe
MB, Ha Bce Bo3pacTbl M 106HBATbCS PACUIHPEHHS JIBIOT
JJaHHOMY KOHTHHTEHTY OOJIbHBIX.

TosbKo ycnelHoe pelieHHe BbillleyKa3aHHbIX HEOTI0XK-
HBIX 3a/1a4 [TO3BOJIHT HallleH cTpaHe ObITb B psijly TeX, KOTopble
TOCTABHJIH L1eJibiQ petuThb npobiemy MB k 2000 roay.
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A.l'Yywaaun, JI.M.Boponuna, JI.A.Kpornuna, M.B.Camconosa

MYKOBHCIHI03 ¥ B3POCJIbIX: 3TUOJIOTUS, IIATOTEHE3,
INEPCIIEKTHBBI JIEYEHUY

HHWH nyavmononornu M3 Pd, Mocksa

Myxosucumnos (MB) — Tsxkesnoe HaciefcTBeHHOE
3aboJieBaHHe ayTOCOMHO-PELIeCCHBHOTO THIIA, BbI3bIBaeMoe
MyTallHeH reHa, pacroJIo)KeHHOro Ha JIMHHOM MJieye 7-H
xpomocombl B obsacTH q 31—q 32, nposiBasiouieecs
CHCTEMHBIM IOpaKeHHEeM 3K3OKPHHHBLIX KeJie3 H Tpeby-
joulee JieHeHHUs] B TeYeHHe BCeH >XH3HH GOJIBHOTO
[2,11,13,26,32,44,68].

Brepsoie knuHuyecku MB 6bu1 ommcan B 1936 r.
G.Fanconi et al.. kak BpoxieHHOe 3a6osieBaHHe MOLKe-
JIYIOYHOM JKeJie3bl B COYETaHHH ¢ 6ponxoskrasamu [44].
Mopdonoruueckoe onucanne MB 6biio cienano D.An-
dersen B 1938 r., koTopasi BrepBble BBeJia MOHATHE
“KMCTO3HBIH- pHOPO3 MoKenyao4Hoil xemesn” [17]. B
1945 r. S.Farber, ykaseiBasi Ha CHCTEMHBIH XapakTep
TIOPAXKEHHS 9K30KPHHHBIX KeJie3 MPH JaHHOH HO30JI0TH-
yeckoil popme, 0603HaYHJ ee KaK MyKoBHcLuzo3 [44].
Boicokasi (mo 80%) cmepTHOCTb geTeii, GonbHeIX MB,
BBIIBHHYJIA 3ajlayy paHHeH JHarHOCTHKH H JIeUeHHsT JaHHOTO
3aboseBanust. B 1953 r. 6bl10 10Ka3aHo, 4TO ISt 6ONBHBIX
MB xapaktepHa upe3amMepHasi MOTepsi 3JEKTPOJHTOB ¢
MOTOM, YTO 3aTeM CTaJlO HCIOJIb30BATbCS [JIsi JHarHOC-
THKH 3a6oJsieBanusi. JJuarnoctuyeckum Kpurepuem MB B
HacTosillee BpeMs SIBJISIETCS! ONpejielIeHHe MOBBIIIEHHOH
KOHLIEHTPAaLlHH HOHOB HATPHSl H XJiopa B TMOTOBOH
XKHAKOCTH cBbite 70 MMoub/ [13,49f. JlanbHeee
H3yyeHHe 3TOro (peHOMeHa BbISIBHJIO HapyllIeHHe TpaH-
CIIOpPTa HOHOB XJIopa B TMOTOBBLIX MPOTOKaX, a TaKke
Auc6anaHC 9JIEKTPOJIUTHOTO COCTAaBa CJIOHHBIX M GPOH-
XHaJIbHBIX KeJsie3 [25]. TH uccsenoBaHust GBI LONOJ-
HEHBbI MOMCKAMH JIHarHOCTHYECKHX KPHUTEPHEB, TT03BOJISTIOLLHX
BBISIBHTb 3a6ojieBaHHe B NpeHaTanbHoM nepuose [10].
[IporHocTHyeckum npH3HAKOM MosiBAeHHS peGeHKa, CTpa-
Raiouiero MB, cTajio MoBbILIeHHEe MPOTEAa3HOH aKTHBHOCTH
aMHHOTHYecKoH JkuakocTH [24]. Haummas ¢ 1978 r.,
HavaJicsi HHT@HCHBHbIH MOHCK MYTAHTHOTO reHa, KOTOpbIH
3aBepunicst B 1989 r. ero upeHTH(pHKaLHeH, YTO MO3BO-
JIJIO TIOATBEPAHTDL HacJeACTBeHHbIH xapaktep MB [5]. B
HacTosiulee BpeMsi BbifiBleHO Gosee 300 myTauuii reHa
MB. Hau6ouee uacro sussasiorest AF508, G542X, G551D,
R553X, W1282X, W1303K. Camoii pacnpocTpaHeHHOIl,
MaXKopHo# myrauueii rena MB sBasieTcs nesenusi Tpex
HYKJIGOTH/IOB, KOJAHPYIOLIHX aMHHOKHCJIOTY — (eHH/-

.~

anaHuH B 508-i1 mosuuuu ot N-KoHuma GesKoBOH
moJiekyJil [32,48]. Myrauus AF508 serpeuaercs y 70—80%
GosbHBIX MB, TpoXHBalOIMX B CTpaHaxX CeBepHOH
Esponel, ¥ ¢ menbwei yacroroit (48—63%) y aun B
10XKHbIX pervoHax [71]. Beigensior “msrkue” u “xectkue”
myTauuH. K “msrkum” otrocsit R117H, R334W, R347P,
A445E, R574H, x “xectkum” — AF508, mensra 1507,
0493X, G542X, R553X, W1282X u npyrue [12]. Yactora
sabosieBanuss MB B HacTosiiee Bpemsi Kosie6eTcs.oT
1:1800 (Ppanums) mo 1:17 000 (CILIA), cpenu Herpos
cocraBysisi B cpegnem 1:2500 [2,8,68]. B Esponeiickoii
yactd Poccuu B Hacrosiiiee Bpemsi yactoTa 3abodie-
BaemocTH MB coctasasier 1:2000 — 1:5000 [9,13]. IMox
MeJMIIHHCKHM HabmiofneHHeM Haxoxsitess 1 600 6osbHBIX
MB, us Hux Bspocabix — okoso 80. IeneTHueckoe
uccJiesioBaHue, nposejieHHoe y 182 GosbHeix MB B Bospacte
oT 2 mecsiueB jgo 18 nert, BusBHIIO fenenuio resa AF508
B 34% B roMosurotTHoM cocTosiHuH, B 48% — B reTeposu-
FOTHOM COCTOSIHMM WJIM y KomnayHpoB. B 18% wna6umio-
JIeHHH BBISIBJSIIHCh JIB€ He M3BECTHBle B HacTosllee
Bpemsi MyTauuu [12].

Kak npaBusio, matorenea MB TpaktyioT Hcxoas H3
nedekra rena MB, KoTopelit KogupyeT 6esIOK, y4acTBY-
IOIMH B PeryJslUHH TPaHCIIOPTa HOHOB XJiopa 4Yepes
arHKaJbHYI0 MeMOpPaHy SMHTENHANbHBIX KJIETOK H IPHBO-
ASILero K MOYTH TIOJHOMY OTCYTCTBHIO CEKpelUHH
XJIOPHIOB SMHTeHeM SK30KpHHHBIX XeJes [25]. Ten MB
SKCIpeccHpyeTcsli B OCHOBHOM B KJETKaX SIHTEJHSI.
HauGosiee BbICOKHE YPOBHH TPaHCKpHOHpYyeMOH C reHa
MB PHK 6bin HaliieHbl B ITOKEJYA0YHOH, CIIOHHBIX H
TIOTOBBIX JKeJle3ax, a TaKXKe B KHIIEYHHKE H PerPOAyKTHBHBIX
opraHax [26]. M3syueHue kieToOUHON JIOKANM3ALHH CAMOTO
6eJIKOBOTrO NMPOAYKTa TpaHecMeMOpaHHoro peryasitopa MB
(TPMB) ¢ noMolbi0 MOHOKJIOHAJBHBIX THIIEPHMMYHHBIX
CBHIBOPOTOK H MOHOKJIOHaJIbHBIX aHTHTea K TPMB mnoka-
3a/10 MPaKTHYECKH IOJHOE OTCYTCTBHE €ro B KJeTKax
pecniuparopHoro snuTteausi. Hocurenem 6enka B opranax
ABIXaHHS SABJSIOTCS XKeJe3bl MOACTH3HCTOrO CJIOS!, MPOAY-
LUpYIOLIHe XapaKTepHblil 1t MB Bsskuii cexper [24,56].
Peakuusi pocopunnpoBanust Gblsia HecseJloBaHa METOIOM
3NIeKTPOopesa B ABYXMEPHOM Te/ie MOCTMHKPOCOMalb-
HBIX CYMepHAaTaHTHBIX (paKkuHil ~ P-MeyeHbIX KjieTok. B
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HacTosilllee BpeMsi MpeJIOXKeHbl JiBe THnoTesbl, 006bsic-
HeolMe KakuMm obpasom aeneuus F508 Geaxa TPMB
MPUBOANT K HapYyLIEHHIO PEryJisiiuH TPaHCIOPTAa HOHOB.
Yuuteieas Tor pakr, yro TPMB nomken 6biTh docdo-
PHJMPOBAH MpexKJie, UeM OH CMOXKeT BbI3BaTh yBe/IHYeHHe
TPOHHLIAEMOCTH /sl HOHOB XJlopa, MyTauun TPMB moryT
HapylaTh croco6HOCTh GeJiKka rnoiBeprathes hochopHIIH-
pOBaHHIO MJIH OKasblBaTh OTpHLATe/IbHOE BJHSIHHE Ha
dyHKLHMIO Beero (ochopramHpoBanHoro Gelika [31]. Ormeuae-
_ Moe npu MB peskoe yBesHyeHHe CKOpOCTH abcopOuuu
MOHOB HaTpHsl TaKxe BJIHMSeT Ha (U3HyecKHe CBOHCTBA
6pOHXHAJILHOTO CeKpeTa, MoBbilas ero BsiskocTb [25].
DaekTpodH3HOJIOTHYECKHE HCCIeloOBaHHs HATHBHOTO
GpOHXHAJIbHOrO SMHTEJIHS ¥ KYJbTYPbl KJIETOK BBISIBHJIH
HaJIMYHe PeryjupyeMblX HeHporyMopajbHbIMH MeXaHH3-
MaMH XJIOPHAHBIX KaHajoB Yy GoabHbix MB, kKoTopbie,
O[IHAaKO, He 06JaJIaloT CIIOCOGHOCTBIO K aKTHBaUMH B-ai-
pPeHOMHMETHKAMH, XOTS aUeTHJXOJHHHHAYLHpYyeMas
CeKpelHsi y 3THX IalHeHToB HopManbHa. Takol nedexr
He cBsizaH Takxke U ¢ HAM®, MockodibKy, B OTJIHYHE OT
HOPMBbI, BbijieJIeHHasi BCJeACTBHE (OCHOpUIIHPOBAHHUS
GeJIKOB-MHIIeHel KaTanuTHuyeckas cyGbeaunuua- tAMD
3aBHCHMON npoTenHasbl B cuHeprud ¢ ATD He npuBoauT
K OTKPBITHIO XJIOPHBIX KAHAJIOB, XOTs cofiepkanne LAM®D
B KJeTKax GosbHbIX MB ocraercst HopmaubHbiM. [31].
[TokaszaHo, yto npu MB, Kak U B HOpMe, K OTKPBITHIQ
XJIODHBIX KaHaJIOB MOXKET MPHBECTH JeNoJIsipH3alHs Kiie-
TOYHBIX MeM6paH, KieTouHasi nepgysHs HJIH BBelleHHe
Kasbumsi-HoHodopa A23187 [32]. Ipyrue uccienoBanus
B 3TOH 06JiaCTH BBISIBHJIH CTHMYJISIIMIO HOHHOTO TpaH-
CIIOpPTa SMUTEJIHAJIBLHBIMH KJIeTKaMH PecliipaTopHOro TPaKTa
nyTeM akTHBauuu LAM® u KanbumiisaBucKHmbIx myTei [56].
Xotsi posb MexkieTouHoro UAM®D u HOHOB KalbLHsS B
peryJisiiiid MOHHOrO TPAHCIMOPTAa HEJOCTATOYHO H3BECTHA,
HEKOTOpBIE HCCIIeIOBAaHHS MOATBEPXKAAIOT TOT hakKT, 4To
oH 3aBHCHT oT UAM® u KanbLUHi3aBHCHMOH NpoTeHH-(hoc-
(opunasHoi peakuMH. B COBOKYNHOCTH 3TH HCCJIEIOBaHHS
TMO3BOJISIIOT TPEAIIONONKHTb, UTO XJOpHble KaHallbl TpH
MB ToHHYecKH HHIHOHPOBaHLI H, CJIefloBaTeNIbHO, HeobXo-
JIMIMO HCKaTh PYTHE PEryJsiTOpHble MEXaHH3MBbI BO3/ICHCTBHS
Ha HUX. BBIsiB/IeH TakKe BTOPOH BO3MOXHBIH NMaTo(H-
svosioruueckuit gedpext npu MB, sakmouawoomuiics B
YCHJIEHHOM 06pa30BaHHH CYJb(aTOB M3 Pa3JHUHbIX IJIH-
KOKOHBIOraToOB, BKJIIOYasi MYLHHOMNOJOOHBIE MOJIEKYJIbI,
MPOTEOrJIMKAHbl, a TaKXe TJIHKOKOHBIOraThl, PacroJio-
YKeHHbIe Ha MOBEPXHOCTH KJIETOK. DTOT MEXaHH3M MOXKeT
BKJII0YaTh B ce0si HapyllleHHe HOHHOTO TPAHCIOopPTa, MPHBO-
Asiniee K yBeJHYEHHIO pasMepoB cyJb(paTHBIX MOp Ha
SMHUTENHANBHBIX KJeTKaxX, H CHHXeHHe cyJsbpaTHOH
aKTHBHOCTH, 06YCJIOBJIHBaIOLIlee HapyLIeHHe PeryJIsiTOPHBIX
npoueccoB. [ToBuimeHHOe o6GpasoBaHHe cyibdaToB
MOXKET MPHBOAUThL K TOBBILIEHHIO MOJIEKYJISIPHOH MaccChl
FJIMKOKOHBIOTATOB C TOBBILIEHHBIM COJIePXKaHHEM CYJIb-
(aToB M, KakK CJeJICTBHe, YCHJIEHHIO BASKOCTH OPOHXH-
anpHoro cekpera. Kpome Toro, nopblllleHHe KHCJIOTHBIX
CBOMCTB IVIMKOKOHBIOrATOB, PACIONIOXKEHHbIX Ha TOBEPXHOCTH
KJIETOK, MOXKeT HapyliaTh KJAeTouHble coenuneHus [51].
BeisiBlieHHble GHOXUMHUYECKHE H3MEHEHUS SBJISIOTCS OJIHOH
M3 3aKOHOMEPHBIX NMaTO(U3HOJIOTHYECKHX OCHOB HapYILIEHHS
MYKOLMJIHAPHOI'O KJIMpPEHCa H CTaOH/IbHOCTH KJIETOYHBIX

coepuHenuit npu MB u obyciioBiuBaloT 6aKTepHalbHYIO
KOJIOHH3ALHIO C MOCJIeYIOIHM Pa3BHTHEM XPOHHYECKOro
[pOrpeccHpyIoLero HH(MeKIHOHHOro 1polecea B JIerKHX
[14,20,21,28]. K coxalleHHIO, Mbl O4YeHb MaJilo 3HAEM O
TOM, Kakue (GpakTopbl MPUBOAAT K NPHBJICYEHHIO H KOJIO-
HH3aLuK y 6osbHBIX MB Hau6osiee yacTo BeTpeyaloluXes
MpH JaHHOH maTosiorHu Gakrepuii, a umMeHHo Staphylo-
coccus aureus, Haemophilus influenzae n Pseudomo-
nas aeruginosa, HO 9Ta ocobast MoBePKEHHOCTh OPraHoB
JBIXAHHST K STHM MHKPOOpraHHaMam noarsepxaeHa [14,60].
B akcnepumeHnTax “in vitro” mokasaHo, YTO MaTpHKC,
OKPY2KalollMii 6aKTepHH, B3aMMOJEHCTBYET C MOHOKJIO-
Ha/lbHBIMM QHTHTEJIaMH K CJIM3H, B CBfI3H C YeM YBeJIMYeHHoe
o6pasoBaHue CJAM3UCTOrO cekpera npu MB moxer urpath
peluaolLyio poJib NMPH KOJOHHM3aluuH Ps.aeruginosa wna
pecHHuKax pecriparopHoro snuresus [28,51]. BosbiunHeTBo
aBTOPOB CYMTAIOT, 4TO y GosbHbIX MB noxpbiBalolui
SMHUTEJHH BA3KHH CEKPET MpH yKe NMPoH3olIe/lIeH KoJo-
HHU3ALMH COXpaHSIeT MHMKPOKOJOHHH H MOXEeT Crnoco6-
CTBOBATh a[re3HH MHKPOOPraHH3MOB H INpeNnsTCTBOBAThH
darormrosy [19]. TTepcucrenuys B nerkux Ps:aeruginosa
MPOMCXOMUT, Kak -MPABHJIO, TpPH HAJIHYHH HMMYHHOTrO
AeekTa, OHAKO KJIMHHYECKHEe HCCJle/loBaHHS MOKa3allH,
YTO MEPBHYHOrO CHCTEMHOTO UMMYHO/Ie(pHLHTa Y GOJBHBIX
MB ner [20]. Boamox«Ho, onpefiesiioLyio poJib B TIOPOYHAM
LMKJIe XpPQHHYECKOro BocnajeHust pxu MB Hrpaior MecTHble
(baKkTophl, MpeJoTBPALIAOLIHe HCKOPpeHeHHe HHPeKLHH H
BKJIIOYAlOLIHe, KpoMe GHOXMMHYECKHX je(eKToB GpoH-
XHaJbHOTO CeKpeTa, MPOAYKTHl >XH3HeJAesTeJbHOCTH
MHKpoopranusmoB. Cpeu STHX TPOAYKTOB 6GaKTepui,
CeKpeTHpYeMbIX, B YaCTHOCTH, Ps.aeruginosa, usBecteH
PSIL MPOTEOJNHTHYECKHX (DepPMEHTOB, TaKHX KaK MOTEH-
LHMaJbHBIM 3SHAOTOKCHH A. DTO BBICOKOMOJIEKYJISIPHOE
BellleCTBO BbI3biBaeT HMMYHHBIH OTBET M, B pesyJibTaTe,
HeHTpasusyercsi. HanpoTus, HH3KOMOJIEKY ISIpHbIe BellecTBa
(penasuH-MUrMeHTH!, MHOLMKHHH) He OGHApYXXHBAIOTCS
MaKpOOPraHH3MOM H CIOCOOHBI HHIMOMPOBATh aKTHBALKMIO
JMM(OLKTOB M CHHXXATb CKOPOCTh OHEHHS pecHHUYEeK
uuauHapHYeckoro snuresausi. Murubuuusa T-numdonutos
BejieT 3a co60H CHHXKEHHEe MPOAYKLUHH JHM(OJIEHKHHOB,
TaKHX KaK HHTep(epOoH, KOTOPbIH HeOOXOAHM Uil CTHMY-
JISILHH aJibBEOJIIPHBIX MaKpO(aroB U MoXeT ObITh MPHUHHOM
ux “mosmoro mokoa” npu MB [20,29]. B pesyabrate
cosjialoTest 6J1aronpUsTHBIE YCJIOBHSA Il TePCHCTEHLHH
GakTepHil U BbIpaGOTKH UMH XeMOaTTPaKTaHTOB, NpHBIIe-
Kaoumux HedWtpoduasl. Kpome Toro, mnospexjpeHHbIE
SMUTEJIHAJIbHBIE KJIETKH MOTYT SIBJSATbCH pPeLenTopamMH
aas 6akTepHasbHOM aAre3nH, KoTopasi MrpaeT BeAyLLyio
poJib B XpOHH3alUMH BocrnaneHusi B Jerkux [39,61]. Tlo
Mepe MPOrpeccHpOBaHHs 3a60/eBaHUs JI0JIl HEHTPOPHIIOB
B GPOHX0AJIbBEOJISIPHOM TPOCTPaHCTBe Hapactaet. [Ipowic-
XO[MT AKTMBHBIH (arouuTtos Heiitpodunamu Ps.aerugi-
nosa, KoTOpHIi, OIHAKO, He siBAsieTcs 3aBeplueHHbIM [29].
HsBecTHO, UTO HEUTPOGHJILI UMEIOT rPaHyJibl, COlepKallHe
MPOTEHHKHHA3bl, B TOM YHCJe 3J1acTasbl M KaTerCHHBIL.
WHru6uTophbl (PU3HOJIOTHUECKHX MPOTEHMHKHHA3, TaKUX Kak
OL|-aHTHTPHIICHH, MOTYT GBbITh HHAKTHBHPOBAHbI SH3HMaMH
Ps.aeruginosa jo Toro, Kak Gakrepus OynerT HeHTpa-
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yusoBaHa [60]. Uccaenosanusi R.B.Fick et al. goxasanu,
yto HeHTpo(HibHAs 3ajacTasa pactuueniser Fe-pparmeHT
IgG, sBasowerocs antH-Ps.aeruginosa Ab daxropom B
JIETKHX, JIMLIAsl ero TeM caMbiM 3((PeKTHBHOH (YHKUHH.
Ator (hepMeHT crocobeH MpPensTCTBOBAThL KOMIIEMEHT-
3aBHCHMOMY OTICOHO()AroLMTO3y H YHHUTOXKEHHIO CHHETHOHHOM
nasloukH HelrpoduabibiMK Jeiikouutamu [40]. TTokasamno
TaKkXe, 4To aHTH-Ps.aeruginosa Ab ¢akTop y 60JbHBEIX
MB He sBJISIeTCS] OIICOHHHOM. H jla)Ke HHrHOHpyeT HeHTpo-
unbHbIA arouuTos “in vitro” [68]. ¥V GosbmnHcTBa
GonbHbiX MB Bbicokui ypoBeHb IgG omnpepensier
yxyaueHue nporrosa sa6osesanus [1]. K.C.Meyer et al.
BBISIBHJIH TIPSIMYIO KOPPEJISILLHOHHYIO 3aBHCHMOCTb MEXAy
aKTHBHOCTBIO HEMTPO(HIIBbHOM 3J1acTa3bl, BbIIEJEHHOH M3
OPOHXHANBHOTO CEKpeTa, H CTereHbio GpoHXHalbHOH
o6etpykunn [53]. Takum o6pasom, npoayuupyembie
HeHTpo(HIaMH BElLIeCTBAa MOTYT NMPHBECTH K HapyLIeHHIO
JIOKaJIbHOrO MMMYHHOrO OTBeTa M CIOCOOGHBI Hemocpes-
CTBEHHO IOBpeXJaTh JeroyHyio napeHxumy. Kpome
TOro, HEUTPO(H/bI MOTYT IMPHUBOAMTL K JajibHeHLIeMy

YXY[ILIEHHIO COCTOSIHHS MEeCTHOM 3allHThl JIETKHX ITyTeM.
BbIpaGOTKH TIOTeHLHaJbHOro xemoartpakranta LTB4,

NMPHBOJALLETrO K YCyry6JeHuio mopoutoro uukaa [29].
[IpHHATO BBIAEJSATL HECKOJBKO KJIHHHYECKHX (opM
MB: 6poHxouerounyio, Berpeyaroryiocsi B 15—20% nabaio-
JIEHHH; CMeIIaHHYIO JIEFrOYHO-KHIIEeYHYIO, BCTPeYaloLLylocs
B 65—75% HaGMIOAEHNH ¥ KHIIEYHYIO, BCTPEYaloLLyiocs
B 5% nabmopenuii. Kom6uHHpOBaHHAsH JIerOYHO-KHIIeY-
Hasi opMa MpoTeKaeT OOBIYHO TsKeJsee, YeM INpeHMy-
ILIECTBEHHO JIerouHas Wiu KuieyHas popwmbl. [To crenenn
TSOKECTH BbIIEJISIOT JIETKOe, Cpe/iHee H TSXKeJsloe TeueHHe
sa6onesanus [1,3]. Bspocibie Gosbhpie MB umeor
Ae(HLHT Macchl TeJla, HeGOoJIbIIOH HITH HOPMaJIbHBIH POCT;
y GOJIbLUIHHCTBA MALMEHTOB HMeeTcs JleopMaliusl nmassLeB
no. Tuny “GapabGaHHbIX Mazoyek” M HOrTeH IO THIY
“yacoBeix cTekos”. CpeiHsISt NPOJOIKHTENBHOCTD XKH3HH
6onpHBIX MB B HacTosillee BpeMmsi cocraBaseT 23 roja.
OnucaHbl efMHUYHBIE cylyyad HaGJoneHust 6oabHpix MB
B Bospacte 40 u 50 ser [5]. Onpegenennsie ycrnexu B
Tepanuu 3Toro 3aboJieBaHHUsl BBIIBHJIH TEHAEHUHIO K
Jy4lLIeHHIO TIPOTHO3a M KayecTBa »KHM3HH GosbHBIX MB
6,33,36,59]. ¥ B3pocabix 60JbHBIX GPOHXOJErOYHOH H
cMewmaHHoW (opmo MB B KJIMHHYECKOH KapTHHe
AOMHHHPYET MaTOJIOTHSI OPraHOB JIBIXaHHSI: XPOHHUECKHH
THOMHBIH HJIH THOHHO-06CTPYKTHBHBIH GPOHXHT, BTOPHUYHbIE
6poHX03KTa3bl, aMpH3eMa Jerkux, AH(pdysHbIH MHeBMO-
CKJIepo3, BBICOKAsl CTeNeHb JIErOYHOH HeJ0CTaTOYHOCTH
[2,14,15,57,69]. BonbHEIX GeCrOKOHT Kalllefib MapoKCH3-
MaJIbHOTO XapaKTepa ¢ TPYAHOOTAEJSIeMOH FHOHHOH HJIH
C/IM3HCTO-THOMHOH BSI3KOH MOKpoTOH. OJpllllka BO3HH-
KaeT NpH He3HaYHTeJbHOH (H3HYECKOH Harpyske.
[TapunanbHoe jaBjeHHe KHCJIOPOJA 3HAYHTENBHO
cHHKeHo. [lporpeccupyioliee CHH)XXEHHE 3TOro IOKa-
3artejis SIBJISIETCS IJIOXHM MPOTHOCTHYECKHM IPH3HAKOM,
KaK KpoBOXapKaHbe M JlerouHoe KpoBoTeueHHe. Bosmo-
XEeH CMOHTaHHBIH MTHEBMOTOPAKC [63]. [Ipu uccnepoBaHuH
®BJI onpepensiior rpy6bie HapyLIeHHsSI M0 06CTPYKTHB-
HOMY M pecTpuKTHBHOMY THmam. ¥ 15—20% 6osbHbIX
MYKOBHCIH/I030M BbIsIBJIsieTCsl 0OCTPYKIHS HOCOBBIX

XOJIOB BCJIEAICTBHE HajJuuMsi nosumnoB. Yacrto onpene-
JISIIOTCS XPOHHYECKHE FHOHHbIE TIPOLIeCChI: MaHCHHYCHTHI,
OTHTbI, TEPHOJOHTHTHI, Kapuec 3y60s [22,23]. Knunuuec-
kue nposisiaeHust MB co cTopoHbl 2Kesy104HO-KHIIeUHOT0
TPaKTa OMNpe/IeNIIOTCS THIOCEKPelHeH MHILeBAPHTEbHbIX
¢depmentos. Mimeer MecTo cTeaTopesi: YacThbiil OGHILHBIH
XKHPHBIH HeO(OPMJIEHHBIH CTYJI C HENPHATHBIM 3aM1aXOM.
YacTo BuISIBJISIETCS TeNaTo- U CIIJIEHOMEraJtsl, [OJHITO3bI
KHIIEYHHKAa M BbillaflaHke TNpsMoH KHIIKH. OnucaHbl
cilyyad GWJIMAPHOrO H IOPTAJbHOTO LHMPpPO3a MeEeYeHH.
[Ipy acumnTomMaTH4YecKOM Te4yeHHH 3abojieBaHHA Y
eIMHHYHBIX OOJIbHBIX HeT MpOsBIeHHH (epMEeHTHOH
HejlocTaTouHoCTH. Hapsily ¢ 9K30KpHHHBIMU HapyLUeHHMH
4acTo CTpajlaeT U SHJAOKPHHHAS (DYHKLHS MOKeIyI0YHOH
KeJiesbl, 4TO TPOSIBJISETCS] PAa3BHTHEM Y HEKOTOPBIX GOJIbHBIX
caxapHoro auabera [55]. Co cTopoubl yporeHHTanbHOrO
TpaKTa y B3pocJblx 60sbHbIX MB onmcaHbl ciyyan moue-
KaMeHHOH Gosie3HH. Y MEeHUIMH YacTO BO3HHKAIOT 3HJIO-
KpHHHbIe HapyIIeHHs 110 THITy JHCMEHOpPeH ¥ aMeHOpeH,
Yy MYXXYHH BbisiBJIsieTcsi asoocrepmusi. [loyTH Bo Becex
HabuoeHusix MB oTmeuaercs Hanmuue aedopmanuii
MMO3BOHOYHHKA 110 THITY KM(o3a U cKosHosa [62]. TTocto-

‘SIHHBIH TpHeM aHTHOaKTepHAJIbHBEIX H IPYTHX MPernapaTos

6osbHbIMM MB TIpDHBOAHT K PasBHTHIO CeHCHOHJIM3ALMHU
KaK K JieKapcTBeHHbIM ¢opMaM, TaK H K ObITOBHIM
ajylepreHam, TIpOSIBJIEHHEM KOTOPBIX SIBJISIIOTCS YacThbie
KOXXHbI€ BBICHITTAHHSI.

PentreHosiornyeckue M3MeHeHHs B JIETKHX B3POCJBIX
GosmbHbIX MB HecneuuduuHBl M ONpefessiOTCS Xapak-
TEpOM BTOPHYHOrO BOCMaJHTeJibHOro mnpouecca. Yacro
BCTPEYAIoTCs yCHJIEHHE H ilehopMaLHist JIETOYHOT'O PHCYHKa,
TpHYeM JIeTOYHbIH PUCYHOK ObIBAeT TSXKHCTBIM IIPH Ipeos-
JIaJJ]aHHU [TepHOPOHXHAJIbHBIX H3MEHEHHH, CeTYaThiM — IMpH
BOBJIEYEHHH B MPOLIECC NepHALHHAPHBIX H NepPHJI00YISPHBIX
3/1IeMEHTOB COeIHHHTEJIbHOH TKaHH. KopHH Jlerkux paciiu-
peHbl, OTMeYaloTCsi HH3KOe CTOsSIHHE H HeNoCTaToYHast
MOJABHXKHOCTb AHadparMbl, ynjolieHHe ee KynoJa. Hacto
BBISIB/ISIIOTCH GPOHXO0- M GPOHXHOJIOIKTA3bI, JIOKAJH3YIOLIHECS
KaK B HIXKHHX, TaK U B BEPXHHX 051X 060ux Jerkux [42].
C uIHpOKHM BHeJIpeHHEM B KJIHHHYECKYIO PaKTHKY JHar-
HOCTHYECKOH H JieueGHOH 6POHXOCKOIHH ¢ TIPOBeIeHHEM
6poHxoasbBeodisipHoro nasaxa (BAJI) nosiBuimcs Heele-
JIOBaHHS, MOCBSIILEHHbIE H3YYEHHIO COCTOSHHS GPOHXOB Y
Gosbubix MB [3,16,18,66]. Kax npasuiio, BhISIBASIOTCS
BOCITAJIMTEJIbHble H3MEHEHHS Pa3IHyHOH HHTEHCHBHOCTH:
OT OrpaHHYeHHOro KaTapajbHOro 10 AHddy3HOro rHoMHHOro
aH06poHxHTa. O4eHb XapaKTepHbIM IPH3HAKOM XPOHHYeC-
Koro GpoHxuta mpu MB sBisercs HajHuHe CJHM3HCTO-
FHOMHBIX MJIH THOHHBIX NMPOGOK, PacrojIoXKeHHBIX B YCThSIX
pacluMpeHHbIX 6pOHX0B. BpoHXHAIbHBIH CeKpeT o4eHb BA3KHIA,
YacTo pacrioyiaraeTcsi B BU/e LIMPKYJISIPHBIX I10J10C Ha CTEHKaX
Tpaxen H OpoHxoB. OTmeuaercsi NoBbllLIEHHAsi KPOBOTO-
YHMBOCTb CJIM3HCTOM 060s0uKH. Bobliee UHCIO HeceIoBaHHH
KacaeTcsi MeToaukH mnposenenuss BAJI y GosbHbix MB.
T.E.I'em6uiikast ¥ COaBT. MPOBOJAHJIH AHATHOCTHYECKYIO
GPOHXOCKONHIO TapasieibHo ¢ BbinonHeHneM BAJI ft’l].
L.M.Taussing et al. oTMeyanH MOJIOXKHTEJIbHYIO POJIb
BAJI B neuenun MB, pexomenzaysi ee 60JIbHBIM cTaplie
17 mer. ABTOpbl TNpejaraloT OPHTHHANbHYIO METOAHKY
BAJI: xwuakocts BAJI 3abupaercsi mnocJjie BBeHEHHS
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9HA06POHXHAJNbHO MHHHMAJIBHOTO 00bema (mo 40 wmua)
4—10% pactBopa auermauncrenta [66]. R.M.Millis et al.
COYETAJNH JHATHOCTHYECKYIO H Jie4eOHYI0 GPOHXOCKOIHIO,
BBOJIS 9HI06POHXHAJBHO aHTHOAKTepHa/lbHbIe H MYKOJIHT-
nueckue npenapatsl [54]. R.P.Altman et al. yepes 40
MHHYT nocJie npoBefeHHoro BAJI pekomeHayioT npose-
JIeHHe TIOCTypasibHOro jipeHa)<a. ABTOpaMH OTMeyalics
TOJIOXKUTENbHBIH (KT TMpoLEeypsl, 3aK/II0YaIOLIHHCA B
0CBOGOXK/IEHHH TPaXeoOPOHXHAJIBLHOrO jiepeBa OT TIycToro
psiskoro cekpera [16]. HccienoBanue KietTox Gponxo-
aNbBEOJISIPHOTO TIPOCTPAHCTBA TPOBOJHMTCS IVIaBHBIM 0O-
pasoM Ha Marepuaje MOKpoThl. [lokasaHo, 4To B MOKpoOTe
GonbHbix MB npeobiagaior nonuMopdHosiepHble JIEHKO-
uuthl [54]. PepmenToXxHMHYECKOE HCC/Ie[OBAHHE MOKPOTBI
BBISIBHJIO JiHcOajiaHe MeX/y rpaHyJ/IoLMTapHBIMH NpoTea-
samu [53]. Hapsiny c riiy6okumu paspa6oTkaMi B 06J1aCTH
reHeTHYEeCKOro M 6GHOXHMMHYecKoro ucciemnoBaHus MB,
MMeIoTCs JIMLIb €JIMHHYHbIE paGoThl, MOCBSLIEHHBIE H3YyYe-
HHIO LIATOJIOrHYECKOro COCTaBa U MHKPOGHOJIOTHYECKOTO
npoduisi GPOHXHAJIBHBIX H GPOHXO0AIbBEOJISIPHBIX CMBIBOB,
B KOTOPBIX MMOKa3aHO, YTO IHTOJIOTHYECKHE H3MEHEHHS B
6poHXOa/NbBEONIPHOM TMpocTpaHcTBe y GoabHeix MB
COOTBETCTBYIOT BbICOKOH CTEMEHH LHTOJIOTHYECKOH aKTHB-
HOCTH XPOHHYECKOTO HecrelH(pHYecKoro BOCIalHTeIbHOro
rnpolecca U XapaKTepH3YIOTCSI HH3KOH YKH3HeCIIOCOOHOCTHIO
KJIETOK, IOBBIIIEHHBIM LIUTO30M, BEICOKHM COJIepXKaHHEM
HEHUTPO(PUJIOB M KIETOK GPOHXHAJbLHOTO SMHTEJHSI TPH
Pe3KOM CHIXKEHHH JIOJIH albBeoJIIPHBIX MaKpodaros.
[TpH uMTO6AKTEPHOCKOITHYECKOM HCCJIEIOBAHHH BBISIBJISIOCH
3HAUUTEJbHOe KOJHMYEeCTBO MOJMMOP(GHOH MHKPO(IIOpPHI,
pacriosiaraiouieicsi B BUie CBOOGOJHBIX KOJIOHHH, BHYTPH
SMHTeJNHANbHBIX KJIeToK U (arouutos [3].

Hau6osbuine Mopdosiornueckie H3MeHeHHs y GOJIbHBIX
MB BHIABJIAIOTCS B JIETKHX. AHAaTOMHYECKH CTPYKTypa
JIETKHUX y HOBOPOXJEHHbIX GosbHbIX MB He HameHeHa,
OJIHAKO 10 Mepe MporpeccHpoBaHHsl XPOHHYECKOro Bocna-
JIMTEJIHOTO Mpoliecca pa3BUBaloTcsi rpybbie pHOpo3HbIe
H3MeHeHHsl, CTEeHO3 JMCTaJbHBIX GPOHXOB H (HOPMHPO-
BaHHe GpoHxoskTa30B [27]. OnucaHsl MopdosorHyecKue
M3MEHeHHs] JIETKMX M0 CTafiHfM XPOHHYECKOro BoCIa-
JIMTEJIbHOrO Tpoliecca B Jerkux. B HauanbHOH cTaguu
3aboJieBaHHsi KpYMHble H cpejiHHe OpOHXH cojepxKaT
CJIM3HCTO-THOMHBIH CeKpeT. DMUTEJHH, B KOTOPOM HapyIlIeHOo
COOTHOLIIEHHE PECHHTHYATbIX M GOKaJOBHIHBIX KIETOK B
CTOPOHY THMMNEPIJa3HH TOCJe[HHX, - pacroJjaraercsi Ha
yTOJILIEHHON 3a cueT oTeka MemGpane [52]. Cimsncras
060J104Ka M MOACITH3HCTHIH cJIOH GPOHXOB rHIlepBacKy/is-
pusMpoBaHbl, AH(GQPY3HO M 0YaroBO HH(HILTPHPOBAHBI
JUM(OrHCTHOLMTAPHBIMU 3JleMeHTaMH. CJIM3HCTbIe YKeJiesbl
MOJACJAM3HUCTOrO cjosi pe3ko rumeprpodupoBanbl. B
pasBepHYTOH cTajuH 3a60JIeBaHHS CJIHM3HCTO-THOHHBIA
cekpeT obpasyeT cJlenKkH GPOHXOB, TECHO CBsi3aHHbIE CO
CJIU3HCTOH 060JI0YKOH, YTO 0CO6EHHO BhIPaX<€HO Ha YPOBHE
MeM6paHO3HbIX GPOHXOB, MOJHOCTBIO OGTYPHPOBaHHBIX.
[Tepu6GpoHXHANBHO ONpPEeNeNsIOTCS BbipaXKeHHbIe BOCIAJIH-
TesbHble My(Thl. Y4acTKH rpaHyJaHpyioliero 6poHXuTa
yepelyloTCs C yYyacTKaMM CKJaepoTHyeckoro. Buipaxena
aTpo(Hsi MbIILIEYHEIX BOJIOKOH. JleroyHas napeHxuma sMpu-
3eMaTo3HO H3MeHeHa. B TepMUHa/IbHOH cTaiMK 3a6oieBaHHst
napajJjielIbHO HapacTaloT THOHHble M aTpoduyecKkHe

rpouecchl: 6pPOHXH, 0COGEHHO AHCTAJbHbIE, NPEACTABJISIOT
co60# MOJOCTH ¢ HCTOHYEHHBIMH CTEHKAaMH, 3alloJIHeH-
Hble THOWHBIM COJAEPXXHMbIM. B JserouHoit napeHxume
onpezeJisieTcst GoJIblIOe KOJHYECTBO MHKPOaGCLEecCoB H
KHCT, 30Hbl BOCIAJIEHHS OKPYKeHbl OCTaTKaMH MbILLIEYHO-
3/1aCTHYECKOr0 KapKaca H aHIMOMAaTO3HBIMH CTPYKTY-
pamu [18,42]. M.Dovey et al. ¢ momolpio TpaHCMHC-
CHOHHOM 3JIEKTPOHHOH MHKPOCKOITHH HCCJIeJOBAJIH ayTO-
TIcHiHbIe JierkHe 7 B3pocublx, ymepmux ot MB. Bouin
BBISIBJIEHbl TOJIbKO HecneuuduyeckHe H3MEHEHHs LHJIH-
apHOTo amnrnapara, rMInepriiasus GOKaJOBHAHBIX KJETOK,
yBeJHyeHHe a6COoJIIOTHOrO YHCja HeHPOIHIOKPHHHBIX
KJIeTOK, OTMeyaJjiach BblpaXKeHHasi JIeCKBaMallHsl pecrupa-
topHoro snutesnsi [38]. Mopgomerpruueckoe 3/EKTPOHHO-
MHKDOCKOITHYECKOe HCCJIe[IOBAHHE HA3aJIbHBIX TOJIHIIOB Y
B3pOCJBIX MalyeHToB ¢ MB BBIABH/IO MOBBILIEHHOE KOJIH-
YecTBO TYYHbIX KJIETOK, KJIETOK SHIOTEJHS, JHUM(OUMTOB H
ria3MoLuToB. XapakrepHo# it MB okasanachk jierpanyJisiiust
TYUHBIX KJIETOK, KoTopast otMeuanack B 30%, yBeJHYeHHbIM
0Ka3aJioCh W YHCJIO MEJIKHX IpaHyJl, BaKyosleH W JIMITHIHBIX
ten [41]. BeipaXkeHHOCTb MAaTOJOTHYECKHX H3MEHEHHH B
TIOJDKEJTYIOYHOH JeJie3e OblBaeT PasIMYHOH H 3aKJI0Yaercs
B COYETaHHH aTPO(HH XKeJIe3HCTOrO SMHTEJIHS U paspacTaHHsl
COEIMHHUTENIbHOH M YXHPOBOH TKaHH, YTO NMPHBOAMT K THIIO-
CceKpelLHH NHLIeBapHTe bHBIX pepmerTos [67]. Ananoriunbie
H3MEHeHHsl BBISBJISIOTCS B CJIOHHBIX Kesesax [28]. Van-
Haren E.H. et al. npu npoBeneHuH yJabTpasByKOBOTrO H
(pyHKLHOHAJIBHOTO HCCJ/Ie/IOBAHHS MO/KeJTyI0UHOH JKeJlesbl
Y BOCbMH B3POCJIBIX MMALMEHTOB BhISIBHJIH CHHXKEHHE 9K30-
KPHHHOH M SHJIOKPHHHOH (PYHKIMH, CONpPOBOXKAAKOLLEeCs
yMeHbIlIeHHEeM Pa3MepoB H SXOIUIOTHOCTH TOJKeTy/I0YHOH
xeJsessl. YacTo oTMeyasiach XKHpoBast AUCTPODHS NeyeHH
¥ MHOKap/ia y B3pocibix Goubhbix MB [67]. C.Ciofu et al.
TIpH NPOBEIEHHH KIHHHKO-aHaATOMHYECKOr0 HCCJIeI0BaHH S
GoapHbix ¢ MB ormeuann B 10% HabmogeHHi cremy-
duunble ans MB namenenus neyeny (6uiuapHeIi LPPO3
M 3aKyIopKa MeyeHOYHbIX MPOTOKOB). ABTOpbI CYHTAIOT
HaJMuyHe >XHPOBOH HJH THAPONHYECKOH AHCTPOPHH
TIeYeHH TPH MPOBEJEHHH THCTOJIOTHUECKOTro HeCJe/IOBaHHS
6HONTAaTOB TMEeYEeHH Yy JeTeH MepBhIX TPeX JIeT XKH3HH
KpaiiHe HeGJIaronpHsiTHBIM 118 TeyeHuss MB [30].

Jleuenne GosbHbIXx MB saBAsieTcss KOMIJIEKCHBIM H
BKJIIOYAaeT TaTOreHeTHYeCKYI0 3THOTPOMHYIO Teparuio.
Takoe JleueHHe MpeariosaraeT BMeIIAaTeJbCTBO Ha 6HOXH-
MHUYecKoM ypoBHe (reHHas Teparnusi), MyKOJHTHYECKYIO,
aHTHMHUKPOOHYIO Teparuio, Mo3BoJsIoLlyl0 GOpoTbes ¢
6aKTepHaJbHLIM BOCMAJHTEBHBIM MTPOLECCOM B JIETKHX,
HMMMYHOMOAYJIHPYIOLLYIO, TOPMOHAJIbHYIO, AHeTO- H (u-
3MoTepanuio, JeuebHylo ¢usKyabTypy. OHO JOJIKHO
TPOBOJUTBCS HA IMPOTSIKEHHH BCeH JKH3HH GOJIBHOrO
[34,35,37,64,65,69].

JlueToTepamnusi BKJIOYaeT TMoJydyeHHe O6OJbHBIMH
GoraToii GeJIKOM JIErKOyCBOSIeMOH KaJIOPHHHOM IMHLIH C
opraHHyeHHeM »Xupa. Jlns yaydileHHsl MHIIEBApPeHHS
[I0Ka3aHbl BBICOKHE J103bl (DEPMEHTOB MOKeJy0uHOH
xedqessl [10,63]. MTuua go/mkHa npuHkuMatbes 4—6 pas
B JleHb HeGoabIIMMH mopuusaMH. [IpH MoBbILIEHHOH XKeJTy-
JIOUHOM CeKpelHH, BCTpedalolleics MAO0BOJIbHO HacTo Y
GompHbIXx MB, nmokasaH npueM npernapaTtoB THMA LHMe-
tuauna [10]. Jlns yaydineHusi o6MeHHBIX MPOLIECCOB B
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pauMoOH BKJIOYAlOTCS MOJMBHTAMHHHBIE Tpenaparhl.
dakTHUeCKH Yy BceX GOJIbHBIX OTMeYaeTcsi XpOHHYecKas
jeroyHasi HH(peKUMs, O4eHb YaCThl OCTphble peclHpa-
TOpHBIE BHpYCHble HHpekuuu. B nerckom Bospacte
6onbHbBIX MB Heo6XoaHMMO HMMYHH3HPOBAaTb IPOTHB
KOKJIOIIa M KOpH. B3apocsbiM mnauueHTaMm IoKasaHa
NMPOTHBOTPHIINIO3HAs BaKUMHALMA, OCOGEHHO BO Bpems
snuaeMHi. 3a py6ekom Obljla M3roTOBJIEeHA M IpolIa
ucnbiTaHye y 6osbHbix MB BakiyHa npotHB Pseudomonas
aeruginosa, KoTopasi, OHaKo, He Jlajla MOJIOXKHTeJIbHBIX
pesyabratoB [65]. IIpi MH(DEKUHOHHBIX OCHOXKHEHHSX,
BbI3BAHHBIX 30JI0THCTHIM CTa(HIIOKOKKOM, MPOBOJSIT TeParHtio
aJIeKBaTHBIMH [103aMH (DJIyJIOCALHIIJIHHA H 9PHTPOMHLIMHA,
MpH BbIIeJ€HHH Y GOMbHBIX reMOpUIILHOH MaOYKH XOpo-
IHe pesyJbTaThl JAalOT aMOKCHUHJUIHH, TeTPalHKJIHH,
1edaJocnopHHbl, KOTPHMOKCA30/ HJIH SPHTPOMHIIHH.
Y HeKoTOpbIX 60JbHBIX 3(deKTHBeH XJopaMpeHHKO;
ajleKBaTHa KOMOMHALHS aMOKCHUMJIIMHA B COYETAHHH C
KJaBYJIaHOBOH KHCJOTOH BCJIEICTBHE BhIpaXK€HHOTO
uHru6upyiouero a¢gdexra Ha GeTa-1aKkTamMasbl, NPHCYT-
CTBYIOLLHE B 3HAYHTEJIbHBIX KOJIHYECTBaX B GPOHXHAJILHOM
cekpere. [Ipu TsKesoM GaKTepHaJbHOM BOCHAJIEHHH,
BHISBAHHOM CHHETHOWHOH MaJIouKOH, peKoMeHAyeTcs
BHYTPHBEHHOE BBeJleHHe aMHHOIJIMKO3H/IOB B COYeTaHHH
¢ KapGeHHLHJUIMHOM, THKAapLUHJ/UIMHOM, a3JIOUHJIHHOM
WK e Ta3HANMOM NPH TOCTOSHHOM MOHHTOPHPOBAaHHH
YPOBHS1 aHTHOHOTHKOB B KPOBH, KOTOPbIH JIOJI?KEH COCTAB-
asitb 8—10 mr/ma uepes 16 MuHYT nocjie BBeleHHs
[47,65]. Uepes 10—14 pueil mocse mapeHTepasbHOro
BBeJleHUs] aHTHOHOTHKH TPUMEHSIOTCS HHraJSIHOHHO
NMOCPe/ICTBOM YJ/IbTpasByKoBoro uHrasisitopa [45,46]. C
LIeJIbI0 YJIYYIIeHHsT MYKOLIMJIHAPHOTO KJIHpeHca W obJer-
YeHHS] OTXOXKJEHHS MOKPOTBI NPHUMEHSIOTCS WHTaJISLHH
THIIEPTOHMYECKOTO pacTBopa xJopuaa Hatpusi, 4% pac-
TBOpa THApPOKapOOHaTa HATpHs, aUeTHJLHCTeHHa, Ou-
COJIbBOHA, MYKOMHCTa H XeMmoTpurcuHa. O6s3aTesibHO
npuMeHeHHe GPOHXOMHIATHPYIOUHX H MYKOJHTHYECKHX
TabJeTHPOBAHHBIX MpenapaToB. XopollHe pesyJbTaThl
TMOJIy4€eHbl IPH HHraNSLHOHHOM NPHMEeHEeHHH aMHJIOpH/a,
AT® ypupuntpudocdarta 1 peKoMbHHATa HeJOBeYeCKOH
JIe30KCHPHOOHYKJIea3bl [34,37]. Muorumu MccsieoBaTeNSIMH
H3y4aJsiach poJib PHMEHEeHHsT KOPTHKOCTEPOH/IOB Y GOMbHBIX
MB, oziHaKo He MOJy4YeHO IOJIOMHTEJbHBIX Pe3yJbTaToB
npH KoMOMHALKMH HX ¢ aHTHOHOTHKaMH. B sToi cBssH
HasHayeHHe TJIIOKOKOPTHKOM/IOB DPEKOMEH/IOBaHO JIHIlb
GONIBHBIM C HaJM4YHeM aJlJIepruyeckoro GpPOHXOMYJbMO-
HaJlbHOro acrepruiuiesa B joze 20—30 Mr B CyTKH B
MepecyeTe Ha Mpe/IHU30JIOH B TeYeHUe Tpex Hejelb [69)].
®usnorepanus u jJeyebHas GU3KYJIbTYpa ABJASIOTCH BaX-
HEHLLINM sJieMeHTOM obyydatolyx nporpamm. [TocTypaibHbli
ApeHa)K BbIIOJIHsIeTCS 2—4 pasa B JIleHb H 3aKJio4aercs
B 9HEPrMYHOM [OXJIOTILIBAHHH CJIOXKEHHOH “J10104KOM”
PYKOH MO rpyaHOH KileTKe GOJBHOTO ¢ TMOCJefyIOLHM
HaKJIOHOM TYJIOBHIlAa BHH3, 3a CUeT Yero IPOHMCXOAHUT
MHTEHCHBHOE OTXOXK/EHHE MOKPOTHI, CKaIlJIHBalOLIeHCsl B
HHXKHHX OT/Iesiax JIerKHX. B ycJsioBHsIX cTaloHapa 60/bHbIM
PEKOMEH/LyeTcsl Macca< MbILILL TPYHOH KieTKH. Bapociibie
GouibHBle 06Y4aloTCA TEXHHKE (pOPCHPOBAHHOIO BbIOXA C
NepHoiiaMH peJiaKCallii H KOHTPOJIMPOBAHHOIO JbIXaHHS.
BaxkHyio poJib HrpaioT BBIJIOX Yepe3 COMKHYTbie ry6bl H

abixauue “xusorom” [44]. DJIeKTPO- H TEIJIONPOLE/y bl
HasHayalTCsl B MEPHOJ KIHHHYECKOH PEeMHCCHH BOCMa-
JIMTEJIbHOTO Mpolecca B Jerkux. Bousbiuoit uHTepec B
rnocJie/iHee BpeMsi B JieueHuu MB BbI3bIBaeT criesieoteparius.
OcHOBHBEIM JleueGHbIM (hPAaKTOPOM raJjionajaThl SIBJSETCS
CYXOH a3po3oJib XJIOPHAA HaTpHs, ob6pasyloliHHcs B
pesyJibTate AuddysHH ¢ coNsHBIX cTeH nanaThl. OcTalbHble
(akTOpBl rajsonanatel — TeMIepPaTypPHO-BJIAXKHOCTHBIH
pexkuM, rurnobakrepHalbHas U 6esasiiepreHHast BO3/AyLLIHas
cpejia, HachllIeHHAs a9POHOHAMH, TTOBBILLIEHHOE COfIepKAHHE
YIVIEKHCJIOTO ra3a — YBeJIMUMBAIOT caHupyioLmit sdexr [3,7].

JlerouHsle ocJlOKHEeHHsI, BCTpeyaouecs y 60JbHBIX
MB f0Bo/IbHO YacTo, JeyaTcsl TpajguLUHOHHO. [Ipu
Pa3BHTHH JIero4HOro cepua 60JbHEIM Ha3HaYaeTCsl OKCH-
reHoTepanusi, JUYpeTHKH B COYETAaHMH C IpenapaTamH
KaJius, cepieuHble raukosuawl. Ilpu HesaddexTHBHOCTH
reMoCTaTHYeCKOH TepanuM KpOBOXapKaHbsi, BCTpeyalo-
werocsi y 60% B3pocabix GonbHeXx MB, BhImomHseTcs
rnepeBsiska 6poHXHaNbHOH apTepuH. CrIOHTaHHBIH MTHEBMO-
TOpPaKC JIeUHTCS] KOHCepBaTHBHO. [IpH MOBTOPHBIX NMHEB-
MOTOpaKcax MK Hea(h(heKTHBHOCTH KOHCEepPBAaTHBHOM Tepa-
MUK BbIMOJIHseTes: TieBpakToMus [63]. Xupypruueckoe
JieyeHHe, 3aKJioyaloleecs B TpaHCIIaHTALMH KOMILIeKca
“nerkue—cepaue”, HasHayaeTcs G6onbHbIM MB B TepMu-
HaJIbHOW cTajiiH 3a6osieBaHHs. BbknBaeMocTh 6OJBHBIX
rocjie OnepalHH B TeYeHHe OIHOrO Trofa COCTaBJsieT
67%, B TeueHue nByx Jget — 56% [43,50].

HoBbiM 1 nepcrneKTHBHBIM MeTOOM JieveHHst MB siBnisieTcst
renHasi Tepanus [34]. TlepBolil KAMHHYECKHIT MPOTOKO
reHHoH Tepanmuu Ob1 yTBepxkjaeH B aBrycte 1990 r.
KomuteTom no Hagzopy 3a paboToi ¢ peKoMOHHAHTHBIMH
JIHK Hauuonaneusix MucTHTYTOB 310poBBst CIIA, 2 B
centsabpe 1990 r. nayata ero anpobauus. Metoauka
JIeYeHHs! 3aKJI04aeTcsi B BBEJEHHH B KJETKH MallHeHTa
HOPMaJIbHbIX €HOB C MOMOLIbI0 BEKTOPOB MOJIEKYJISIPHO-
GHOJIOTHYECKHX KOHCTPYKLHH, HCKYCCTBEHHO CO3/IaHHBIX
B 1a6OpaTOPHSIX Ha OCHOBE BHPYCOB, H3 HYKJIEHHOBBIX
KHCJIOT KOTOPbIX yJaJjieHbl HJIH MOAH(HLHPOBAHBI TeHbI,
onpeJieisiioLllHe HX MAaTOreHHOCTb H BCTaBJIEHB! JOTOJIHH-
TeJIbHblE T'eHbl, MPUAAIOLIHE 3TOH KOHCTPYKLUHH HY>XHbIe
cBo¥cTBa. BeKTOpBI COXPaHSIIOT CIOCOGHOCTD “MOPOAHBLIEro”
HX BHpyca NMpPOHHKaThb B KJIETOYHOE fpo, a B clydae
PETPOBHPYCHBIX BEKTOPOB €llleé H CHHTEe3HpPOBaTh CBOH
reHeTHUYeCKHi MaTepHaa B xpomocomst [11].

Takum obpasom, yayullleHHe AHArHOCTHKH H JIeYeHHS
MB, 1o MHEHHIO pa3JIMYHBIX aBTOPOB, 6€3yCJIOBHO BbI3bI-
BaeT onTuMH3M. OnHako jiedenne npu MB miurtesnbHo H
cocTaBJIieT BCIO JXH3Hb 60JbHOro, MO3TOMY €ro
o6s3aTeJIbHBIM KOMIIOHEHTOM JOJDKHA OBITb CaHH-
TapHO-NIPOCBETHTENbCKast paboTa, 3aka4yaiollascs B
pa3paboTke o6ydalolMX NporpaMm, CrelHajJbHOro
MHCTPYKTAXKa H [OMOLLH B [ICHXOJIOTHYECKOH H COLHaIbHOM
aflanTalHH.
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JI.A XKenrenuna, T.E.Iembuyrasn

COBPEMEHHBIE IOAXOAbI K JIEHEHHIO HH®EKIITMOHHOTIO
IIPOIIECCA IIPU MYKOBUCIIUIO3E (0630p autepatypsl)

BHHWH nynsmononornu M3 PP, Cankr-Tletepbypr

MyKoBHCLIH[(03 — YHHBepcaJsbHasl 3K30KPHHOMATHS,
XapaKTepH3yIOLIasicsi XpOHHUECKOH 0bCTPyKUHEH U HHpeK-

LHeH JbIXaTeJIbHLIX [MyTeH, HapylleH¥eMm IpOLeCCOoB

NULIEeBapeHHusi U ero nocjeJcTBHAMH. MyKoBHCLH03
OTHOCHTCSI K YrpoKaloLHM X H3HH reHeTHUeCKHM 3a6ouie-
BaHusM. Ero mporHos B fepByio ouepefb 3aBHCHT OT
TSDKECTH TIOpaXKEHHSI OpPraHoB JIbIXaHHs, B. laTorexese
KOTOPBIX OTPOMHYIO: POJIb -HTPAIOT HH()eKIHH, BbISBAHHEIE
30JI0THCTBIM CTa(hUIOKOKKOM H CHHErHOHHOH MaJIoYKOH.
Hapsiny ¢ sTuMu 6akTepHsiMH, B MOKpoTe 60JIbHBIX 4acTO
o6Hapy>XHBaloTcsl reMo(H/bHasl Majoyka, MHEBMOKOKK,
rpubsl popa Kaupmpa u acneprusibl. KpaiiHe pejko
HabJsofaeTcsi MOHOGAKTepHAJbHbLIH HH(EKUHOHHBIH
npouece. Kak npaBuio, BHpycHble HH(EKLHH MPELIECTBYIOT
HJIH COTPOBOXKAAIOT GaKTepHalbHOe MopaXKeHHe.
HauGonee Tsixkesoe TeueHue sabosieBaHHs M I1€CCH-
MHUCTHYECKHH IIPOTHO3 CBA3aHBI C MOSIBJIEHHEM Y 6OJIBHBIX
cuHerHoiiHoi uHpexuun [15,24,44]. B teyenne mepsbix
6 MecsieB OT NOsIBJIEHHST B MOKPOTE GOJIbHBIX CHHETHOHHOH
NaJoOYKH He yHaeTcsi OGHApYXHThb CrelHpHYecKHe aHTH-
TeJla B KPOBH, YTO YKa3blBaeT Ha OTCYTCTBHE XPOHHUYECKOro

CHHErHOMHOr 0 rnpouecca B JIETKHX, a CBH/IETEJIBCTBYET O .

KOJIOHH2alluH 6p0Hxnaanoro JepeBa 3THMH 6aKTepHﬁMH.

[Ipy nosiBJIeHHH W HapacTaHHH THTPA MPOTHBOCHHETHOWHBIX
aHTHTeJl Tpoliecc NnpHobpeTaeT XpPOHHYECKOe TeueHHe.
Han6oJiee HebaronpHsaTHO NPOTEKAaeT XPOHHYECKasT CHHE-
rHoMHasi MH(eKUHUs,, o6ycioBJeHHass MYKOMIHBIMH LUTaM-
MaMHu 3THX 6aKkTepHi. ANrHHaT — 3K30MYKOITOJIMCaXapH/,
Bbife/IsleMblii STHMH GaKTepHSIMH, SIBJSETCS BaKHEHLIHM
‘(hakTOpoM BUPYJIEHTHOCTH. MHKPOKOJIOHHH CHHErHOMHOH
MAJIOYKH, TIOKPBITHIE- AlITHHATOM, MPAKTHYECKH He IOCTYITHbI
JEHCTBHIO AHTHOHWOTHMKOB, YTO 3HAYHMTEJIbHO 3aTpyAHSIET
Tepanuio ¥ 06ycJOBIMBAaeT HeGJaronpUsTHBIH MPOrHO3
3a60JieBaHUsI TIPH TMOSBJIEHHH MYKOHMHBIX LITAMMOB 3THX
axrepuii [12].

B GosblUMHCTBE CliyyaeB CHHerHoiHasi HH(peKLHs He
siBJIsieTcsl TMePBHYHOH TNPH MYKOBHCLHJO3€, 4acTo eH
NpeJecTBYIOT BUPYCHble HH(EKIHH, ocobenHo rpuni. B
sKcrepuMeHTe GbLIO MOKAa3aHO, UTO ajire3Hsi CHHErHOMHOM
NajouKH [POMCXOAUT Jierde, €cJH STHTeJUH IpejBa-
pHUTeJbHO OblJI TOpaX<eH BUPYCOM TpHIINa [36]. BuisiBaiena
TaKXXe CBSI3b MEXJly CE30HHBIM NMHKOM BHPYCHBIX HH(eEK-
IMH M YacTOTOH TMOSIBJEHHSI CHHErHOHHOH MalJloYKH B
MOKpOTe GOJIbHBIX MyKOBHCLIHI030M. Ho He To/IbKO BHpYCHBIe
HH(EKUHH MOTYT MpeAlIecTBOBATh KOJNOHH3ALMH OpOH-
XHAJBHOTO flepeBa CHHErHOHHOH manoukod. B ombitax
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in vitro 6bulo0 nokasaHo, uto Staph. aureus obuianaer
TMOBBILUEHHBIM TPOIH3MOM K 3IMHTEJHAJbHbIM KieTKaM
GoabHBIX MyKoBHcImmosom [6,39].

Kpome Toro, He MCK/IOYEHO, YUTO YacToe HCIIOJIb30BaHHE
AaHTHOHOTHKOB B JIeYeHHH 060CTpeHHH GPOHXO0JIErouHOro
npolecca NpH MyKOBHCLHJ03€ TNPHBOAUT K SJHMHHALHH
HOPMaJIbHOH MHKPOQJIOPbl POTOIIOTKH, YTO B CBOIO
ouepe/ib OTKPLIBAET MyTh IS KOJOHH3ALMH GpOHXHaJIb-
Horo jepeBa Pseudomonas [16, 44].

B pasBUTHH XPOHHYECKOH CHHErHOHHOH HH(EKUHH
Ba)KHeHIYI0 poJib HIPaeT BO3MOXKHOCTh HH(HIIHPOBaHHSA
nauvenra Pseudomonas oT ApYyroro GOJBHOrO WJIH OT
npeiMeToB oKpyatoutei cpeast [13,17,29,30,47]. dro
nobyausno paboTHHKOB psiia LIEHTPOB JIeYEHHS] MYKO-
Bucuuposa B Espone u CIHIA paspaGorath cHcTemy
pasjieJIbHOH TOCIHTANH3AIHH GOJbHBIX, HMEIOLHX CHHE-
rHOHHYI0 HH(eKIHIo, U Ge3 Hee, a Takxe pasoblIeHHe
5THX GOJIbHBIX Ha amGynaTopHbIX npuemax [5,16,18].

JKusHeHHO Ba)KHOM 3ajiaueil B JIeHeHHH MYKOBHCIH/I03a
AIBJISIeTCSl NpeAyNpeXAeHHe PasBHTHS CHHETHOHWHOH
MHpEKLUMH, JIS1 Yero Heo6XO0HMO MpoBeieHHe aKTHBHOTO
JieueHHs] HH(PEKUHOHHBIX MPOLIECCOB B JIETKHX, 00yCJIOB-
JIEHHBIX MHKpPOOpraHM3MaMH—IIpe/illleCTBeHHHKAMH:
H.influesae, Str.pneumoniae, Staph.aureus [13].

Tak kak GoJibHble MYKOBHCLHIO30M 3HAYHTEJNbHO
pasMYaloTCsl MO THXEeCTH 3abosieBaHHs, BHAY H YHCIY
MHKPOOPraHH3MOB B CEKpeTe JpIXaTe/bHbIX MyTeH, o6bemy
JIETOYHBIX TPOLIECCOB, TO H KypChl NPOBOJMMOM aHTHOaK-
TepHaJIbHOH TeparnuH BapbHPYIOT OT TMPEepBIBUCTHIX, C
HCIIO/Ib30BAHUEM OJHOTO aHTHOHOTHKA B TeyeHHe JBYX
Hefle/b, JI0 TMPONOKUTENbHBIX (HECKOMBKO MecsleB), ¢
BBeJIeHHEM OJIHOTO MJIM Gosiee XxuMHornpenapaTtoB. J[o3bl
aHTHOHOTHKOB B 2—3 pa3a NpeBbIAIOT peKOMeH/lyeMble
BO3pACTHbIE [03HPOBKH, TaK KaK y GOJbHBIX MyKOBHC-
LIH/I030M, 110 CPABHEHHIO C APYTHMH JIHLAMH, TOBbIILIEHbI
MeTaboJIu3M H CKOPOCTb BbIBEIEHHSI aHTHOAKTepHaJIbHBIX
npenapatoB. Kpome Toro, y HUX TpyaHO A0CTHYb 3 pek-
THBHOTO YPOBHSI NMPOTHBOMHKPOOHOH KOHLEHTPalHH
npenaparta B 6pOHXHaJbHOM CeKpeTe.

[Ipy nepBoM BBIJEJNEHHH H3 MOKpPOTbl Y GOJbHBIX
reMo(pHJILHOH MaJIOYKH HJIH 30JI0THCTOTO CTa(HIOKOKKa
Ha3HaAyaloT JBYXHEIeJbHbIH Kypc aHTHOaKTepHasbHOH
tepanuu [32]. TTpu noBTOpHOM OGHAPYIKEHHH STHX MHKPO-
60B Ba)KHO BBISICHHTb HX CEPOTHII, ONpe/ie/IiTh YPOBEeHb
crieLHpHYECKHX aHTHTeJ B KPOBH, TMO3BOJISIOIIHMX JHar-
HOCTHPOBATh BO3MOXKHOCTh XPOHH3aLHH HH(PEKIIHOHHOTO
npotecca, 06yCcIOBJIEHHOr0 STHMH 6aKTepUsiMH, 4TO TpebyeT
MPUHLUMITHANBHO APYroH cXxeMmbl aHTHOAKTepHalbHOH
Tepanuu. B Takux ciyyasix jieyeHHe JIOMKHO MPOBOJUTHLCS

ABYMSi aHTHOHOTHKaMH C Y4YeTOM YYBCTBHTEJbHOCTH:

BbiieJieHHOH (uiopel B TeyeHHe 4—12 Hepneub. Tlpuuem
Tepanuio HeoGXOAMMO MpPOJIO/KATh M [ocje CTHXaHHS
KJIHHHYeCcKo# cumnToMaTHKH. Ecii B TeueHue 5—7 nHed
HET OTYEeTJHBOro TepaneBTHYecKoro 3¢dexra, Heob-
XO[IMMO MepecMOTPeTh Ha3HAYeHHYIO CXeMy JIeYeHHs.

JlnutesnbHass aHTHOGaKTepHasibHasi TepanHs MOXeT
NPOBOAMTBLCS KaK B JOMAUIHHX, TaK M B CTAllHOHAPHBIX
ycaosusix [32].

[TosiBjieHHe B MOKpoTe GOJBHONO MYKOBHCLH/I030M
CHHETHOMHOH MaJIOYKH 3HAYHTENIbHO OCJIOXKHSIeT Teparvio

Tabanuua

PeayabTaThl COMETAHHOTO JeyeHUst MyKoBucugo3a o [32]

Yacrora BLIABACHHA Lunpo- JlaureasHocts,
L5 EL Koaunerun

CHHErHOHHOH NAJNOMKH (bnoxcauuu Heaeau

l-e BhiieICHHE 1 man. 2 pasa B jenp  25—50 3
mr/ xr

2-e BIACNIEHHE 2 maH. 3 pasa B lenp  25—50 3
mr/ Kr

Bonee 3 pas B 2 maH. 3 pasa B e 25—50 12

TeyeHue 6 Mecsiuen mr/ xr

¥-ee IIaHchl Ha ycnex. Haubosee BeposiTHa 3JIMMHHALMS
Pseudomonas y GOJIbHBIX B TeueHHe II€pPBOro, MocJe
o6Hapy)XeHHsI MHKpoba, Kypca MPOTHBOCHHErHOHHOM
tepanuu [21]. Pano Hauatoe JieueHHe clepiKHBaeT
pasBHTHEe XPOHMYECKOH CHHErHOMHOH HHQEKIHH.
[TpeanouTHTENLHO MPOBOAHTbL TaKoe JleYeHHe Ha J0MY.
OpnHako NpOTHBOCHHETHOHHbIE aHTHOHOTHKH B GOJIBLIMHCTBE
CBOEM BBOJSATCS [TApEHTePaJIbHO, UTO TpebyeT rocnurajnsa-
uuu GospHbIX. [Ipn nepBom obHapykeHuu Pseudomonas
TNPUHLIMIIBL JIeYEHHsI He OTVIMYAIOTCSl OT CXeMBl TeparH,
HCTIOJIb3YEeMOH MPH JIeYeHHH reMo(HIbHOH HJIH cTadHJI0-
KOKKOBOH MH(EKUHH y GOJNbHBIX MYKOBHCIHIO30M, HO C
caMoro Hayajla MalHeHTbl HAYHHAIOT MoJiyyaTb KOMOH-
HaLMIO JBYX MPOTHBOCHHETrHOMHBIX NpenapartoB. M3secTHo,
4YTO MHOTOYHC/eHHble TpeAcTapuTesu Pseudomonas
croco6Hbl BblpabaThIBaTh YCTOHYHBOCTh K OOJBLUIHHCTBY
aHTHOMOTHKOB, HCIIOJIb30BaHHE >K€ KOMOMHHPOBAHHOH
TepanuH IpensTCTBYeT PasBHTHIO PE3HCTEHTHOCTH MHKPO-
OpraHH3MOB.

JleueHune XpOHHYECKOH CHHErHOHHOM HH(eKLIHH, 0COOeHHO
TpH MOSIBIEHHH aNTHHATIIPOAYLMPYIOIHX [ITAMMOB, BbI3bl-
BaeT HauGoublliMe TPYAHOCTH. B 3THX ciyuasx cxema
JieueHHs] COCTOMT H3 3—4 rnocJjieloBaTeJbHBIX KypCOB
BHYTPHBEHHOH KOMOHHHPOBAHHOH XHMHOTEPAlHH B TeYeHHe
roga. IIpofo/KHTEIBHOCTD KYPCOB 3aBHCHT OT TSXKECTH
KJIHHUYECKHX TMOSIBJIEHHH H COCTaBJSIET OT 2 Hejleslb /10
3 wmecsiueB. [lpu JieyeHHH XPOHHYECKOH CHHETHOMHOH
HH(EKLUHH C YCMeXOM HCMOJb3YIOTCS aMHHOIIHKO3H/IbI
(renTaMuImH, TOGpPAMHLKMH, CH3OMHLUMH H Ap.), P-1aKkTambl,
TPOM3BOJHbIE MeHHUM/IMHA (KapOeHHUMIUIMH, MHIepa-
LIMJUTHH, asJOUMJIME U Ap.), uedanocropussl (GpopTym,
neasouH, KaapopaH H Ap.) H, ocobeHHO, Mpenaparhbl
xuHOJIOHOBOH rpynnbl (uunpoduokcanus, uumnpobai,
osoKcaluH, nedaoKCallH U Jp.).

Llunpodiokcalt MoXKeT ObITh aJlbTePHaTHBHBIM BHOM
TepanuH XPOHHUECKOH CHHerHoMHOH MH(EeKUHH, TaK KaK
BBICOKO 3¢ (peKTHBEH NPH NpHeMe BHYTPb H MOXKEeT Ha3Ha-
YaThCS! JUTHTEJIBHBIMH KYPCaMH B IOMalIHUX yciiosusix [37].
Jlosa npenapata 25—50 mr/kr B cytku. [Ipu o6Hapy-
YKEHHH y GOJIbHBIX MYJIbTHPE3HCTEHTHBIX IUTAMMOB CHHe-
FHOMHOM MaJIOYKH Teparus JoJ/KHA CTPOUThCSA Ha OCHOBE
MCITOJIb30BAHUSI KOMOHHALMH IBYX—TpeX aHTHOHOTHKOB
M3 MepeyrCcleHHbIX TPYII. :

B noc/ieinKe roipl, Hapsiay ¢ BHYTPHBEHHbIM, OpaJIbHbIM
HCII0JIb30BaHHEM aHTHOHOTHKOB, 110CJ/Ie HEKOTOPOro IepHo/ia
3a6BeHHs] BCe Yallle Ha3HAyaloT NpernapaThl B BH/E
uHransuuid. Mcrosb3oBaHne HMHransiuMi NeHHUWIHHA
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MpH JieYeHHH MyKOBHCLIM/I03a HayaJsloch ellle B COPOKOBBIX
rogax [11]. B nanbHeiilieM NpHMeHsIM HEOMMLIMH, TeHTa-
MHLHMH, KapOeHHLUMIJIHH ¥ KOJIMCTHH B BHJIE a9pO30JIeH.
WHra/isitiMOHHBIN ITyTh BBe/IeHHS] aHTHOHOTHKOB 1103BOJISIET
JIOGUTHCS BBICOKOH KOHLIEHTPALMH NpernapaToB Henmocpes-
cTBeHHO B ouare Bocrnanenus [22]. TlpexsapuresnbHas
MHragsiuust Po-aZipeHOMHMETHKOB YBeJlHYHBaeT 3(dek-
THBHOCTb a3PO30JIbHOH aHTHOAKTepHaJIbHOH TepamnHH.
Heo6X0{MMO OTMETHTb, YTO YBeJHYEHHE JI03bl ITpernapaTa
NpH HHTaNSILMK He TIPHBOJIMT K HAPaCTaHHIO ero TOKCHY-
HocTH. MIHransiuMoHHast Tepanus MOXKeT ObITh JTHTEJbHOH
u npoBoauThCs Ha gomy [11, 32].

CoyeTaHHe HHTraJISILMOHHOH Teparnuu KOJUCTHHOM C
npyeMaMH BHYTPb LIUMNPOQJIOKCALMHA MO3BOJMJIO B JiBa
pasa CHH3HTb YacCTOTYy MOSIBJIEHHSI XPOHHYECKOH CHHe-
rHoHo# MH(exunu B JlaTCKOM LIEHTpe JieueHHs MYyKo-
BHclHa03a (Tabauua).

AHTHOHMOTHKH CIMOCOOHBI CHHXATh MaTOTEHHOCTH
Pseudomonas. I3BecTHO, UTO NpH paHO HAuYaTOM JIeUeHHH
AMHHOINIMKO3HJaMH, B-akTamaMu H XuHosoHamu [8,23]
CHHXKAIOTCS CIOcOOHOCTh MUKpoOa K airesuH, a Takxe
npoyKumsi ToKCHHOB [9] M, cooTBeTcTBeHHO, ypoBeHb
noppexaenus: Tkauei [10].

MyKounjiHble IITAMMbl CHHErHOMHOH MaJIoYKH 3aHH-
MaloT oco60e MecTo B Te4eHHH HH(]EKLHOHHOrO npoliecca
B JIerkuxX npu mykosucumuose [12]. B ucenemosanusx,
TNpOBEAEHHbIX in vilro, MoKasaHO, YTO BBICOKHE J03bl
TOOpaMHIIHHA CIIOCOOHbI BHI3BIBATh CHHXKEHHE MPOJIYKLUHH
anruHata [12], omHaxo in vivo aTo He Bcersma MIOATBEP-
XJjaetcsi. BuocHHTe3 anruHaTa — OYeHb CJOXKHBIH Mpolecc,
KOTOPBIH peryJupyeTcsl pasjHuHbIMH ydyacTKamH Gakre-
pHajJbHOH XPOMOCOMBI, H B HacTosllllee BpeMsl SIBJAETCS
NMpeJMeTOM HHTeHCHBHBIX HccienoBanui [24]. Takue
¢akTopsl, KaK AeruapaTauus, H3MeHeHHe OCMOTHYECKOro
JlaBJIeHHsI, BAHSIIOT Ha SKCIPECCHIO TeHa M “BKJIOYAIOT”
cHHTe3 anruHata [24]. BosMmoxHO, reHHasi Tepamusi Ha
ypoBHe GaKTepHalbHOrO reHoMa OyaeT MpensiTcTBOBAaTh
TMOSIBJICHHIO MYKOH/JHBIX IUITAMMOB y GOJIbHBIX MYKOBHC-
uupgosom. Kpome Ttoro, anruHar moxer ObTh paspylleH
KHCJIBIMH PajiHKajlaMH, 0CBOGOXK/IAIOIIMMHCS U3 HEHTPO-

HJIbHBIX TPaHYJIOLHUTOB [21], aCKOpOGHHOBOH KHCJIOTOH
41], a Taxke creuupuUecCKMMH SH3UMaMH “ajrkHasamu’”,
KOTOpble 4acTO BBHIAGJAIOTCS JAPYTHMH MHKPOOPraHMs-
mamu [7]. Xors sTm HabmiofeHHss MMeKT GOJbLIONH
Hay4YHBIH HHTepec, HMX MpaKTHYECKoe IpPHMeHeHHe elle
TpebyeT pa3paboTKH.

[IpuBnekaTesbHBIH H 4YacTo 3(QQPEKTHBHBHIH NYThb
npoduIaKTHKH HMH(pEeKUHMH — BaKUHHauusa. BosbHble
MYKOBHCLIHIO30M aJieKBaTHO OTBEYaloT Ha IpOBeJleHHe
pYTHHHOI BakuuHauuu [26]. BakunHauus npoTHB MHKpO-
6oB—nipeaecTBeHHHKOB: H.influensae, Str.pneumoniae,
Staph.aureus, BupycoB MoXeT GbITb OJHHM H3 IyTeH
NpoHIAKTHKH pa3BUTHSI CHHErHOHHOH HHpeKuuH. OnHako
HauboJbllee BHHMaHHe 3acily)XHBaeT BO3MOXHOCTb
NpHMEHEHHsl IPOTHBOCHHErHOHHOH BaKlUMHBI. M3BecTHo,
4TO GOJIbHBIE MYKOBHUCLIH030M CIIOCOGHBI BhIpabaThiBaTh
KaK MeCTHbIe, TaK H CHCTEMHble aHTHTeJIa TIOYTH MPOTHB
BCeX AHTHTeHOB CHHerHoiHo#l nanoukd [31]. Opnmaxo
Jlaxke paHHee TOSIBJeHHe aHTHTeJ He obecreynBaeTr 3¢-
¢exkTHBHOrO KaupeHca Mukpo6a. [IpenmecTsyioiiie no-

IBITKH HCITOJIb30BAHUSA Jmnononncaxapnnnoﬁ NOJIMBAJIEHTHOH

" BAaKLIUHBI HE UMeJIH JIOJIKHOTo ycnexa, a B psjie cjiy4yaen

Jlaxke yXy/La/au nporuos sa6onesauus [20,33]. Boamoxk-
HOCTb HCITOJIb30BAHHS BAKLIMHBI, COCTOSILIEH H3 aJilTMHATA,
9K30MosMcaxapua A, TLIaTeIbHO H3y4yaeTcsi B HACTOsIILEe
Bpemsi [4]. B skcnepumenTanbHbiX paboTax GHUIO MOKa-
3aHO, YTO 3Ta BaKUWHA BbI3Bajla TOBbILIEHHE YPOBHS
OTICOHHHOB, KOTOpble 3allHLIANH XKHBOTHBIX OT KOJIOHH-
3allMH CHHErHoMHoM nasouxolt [34]. Heo6xomumo oT™MeTHTD,
YTO BaKUHMHALMS Ha (hOHEe HMeIoLIeHicsl XPOHHYECKOH CHHe-
THOHHOH HH(eKLHH, 0COBEHHO NpPH MOSIBJICHHH THIIEPUMMYH-
HOTO OTBeTa OpPraHH3Ma, NPOTHBOMOKAa3aHa, TaK KaK MOXeT
BbI3BaTh MOBPEX/IEHHE JIErOYHOH TKAHH MMMYHHBIMH KO-
MIIIEKCaMH, 4To GblIO MOKasaHo B sKcrepuMente [46].

HemanoBaxxHoe 3HaueHue, Hapsify ¢ GakTepHaJbHOM
(opo, MPHHAJIEXKHT NJIeCHEBBIM IPUGaM — acrepruJiaM.
BoiesieHHe acrnepruil 4acTo MPOHCXOAUT M3 MOKPOTHI
6OJIbHBIX, HMEIOIHX XPOHHYECKYI0 CHHErHOMHYIO HH-
¢bexuuio, 0co6eHHO TNPH a3pO30JbHOM HCIIOJIb30BAHHH
aHTHOHOTHKOB. CylllecTByeT rHIIoTe3a 0 TPOMH3Me aCIepruJlI
K Pseudomonas, HO B TO e BpeMsi M acrepruiies
croco6eTByeT GbicTpeHIleMy NPHCOEHHEHHIO CHHETHOMHOH
Na/NoyKH l)é,28]. TosbKko BBIE/IEHHE W3 MOKPOTHI acrep-
THJIT He BCEr/la CBUIETEJIbCTBYET 06 X POJIH B STHOJIOTHH
HH(eKUHOHHoro npouecca. Jljs nokasaTesbCTBa HX 3Ha-
YHMOCTH B reHese BOCMaJIeHHs IIPH MyKOBHCLIHI03€ Heob-
XO/IUMO OTpeJIe/INTh AHAarHOCTHYECKHE THTPbl CrielH(H-
yecKHX aHTHTeJ. [IpH goKasaHHOH GPOHXOMYJIBMOHAILHOM
dopme acreprujiiesa NMPUXOAKTCS TPHMEHSITH amdoTe-
putmH B [28,40], nusopan u apyrue npoTHBorpuGKOBbIE
npenaparsl.

Posb aTHNHYHBIX MHKOGAKTEPHH NMPH MYKOBHCLHA03€
Io KOHLIa He BbisicHeHa. He ycraHoBiieHO, sIBASIOTCS JIHM
35TH MHKPOOPraHH3Mbl 3THOJIOTMYeCKH 3HauWMbIMH. Ho
HECOMHEHHO, YTO MOsIBJIEHHe aTHIHYHBIX MHKOOaKTepHH
CroCcOGHO BbI3BAaTh aKTHBH3ALMIO HH(EKLMOHHOTO Npoliecca
B JIETKHX, 0COGEHHO Y B3pPOC/bIX GOJIBHbIX, Y KOTOPHIX, 10
JaHHBIM OT/EJIbHBIX aBTOPOB, YacTOTAa HMX BbIIeJICHHS
pasua 20—30% [1].

CoBpemenHast HH(popMaLHs 06 HH(EKLIHMOHHOM Npolecce
MpH MYKOBHCIIHJ03€ [106aBJIsieT HOBble TepaneBTHYeCKHe
nmoaxoAbl K ero kynupoBaHuio. K HoBeiM paspaGoTkam
NpUHALJIEXKHUT HJies, HalpaBJeHHas Ha CHHXXeHHe Bocra-
JIUTEJbHOH peaKLHH B MOBPeXAeHHBIX TKaHAX Jerkux. B
NPaKTHKY JIeYeHHS] MYKOBHCIIH/I03a BOLIH HeCTePOH/IHbIE
NMPOTHBOBOCTIAUTe IbHbIe cpeficTBa (HEynpodeH, MHPOKCH-
kam) [42]. OTMeueHa uX 3 peKTHBHOCTb IPH HHPEKLIHOHHOM
npouecce, BJAHMSHHE Ha YMeHbIIEHHe pacrnpoCTPaHeHHS
nerouHoro nopaxenus [32,42]. Opnako, HecMoTpsi Ha
3TO, MX LIHPOKOE HCIoJib30BaHHe TpebyeT IpoBeAeHHS
JOTIONIHUTEJIbHBIX HecdleioBanuii [32]. O6HapyxeHo Takxe,
YTO aKTHBHbIH MYKOJNMTHK — alETHJLMCTEHH TaKXe
o6/1aiaeT POTHBOBOCHAMUTENbHBIM feficTBHeM [43].

MouHbIMH TpenapaTaMH, CrMOCOGHBIMH KyNHpPOBaTh
BOCIaJIeHHe, SIBJISIIOTCS TVIIOKOKOPTHKOMABI, B TOM YHCJIe
u cesekTHBHble (B BbICOKHX f03ax). M3yueHnio HX 3¢-
(eKTHBHOCTH NPH MYKOBHCLHJ03€ TMOCBSILLIEHbl MHOro-
yucaeHHble HeeaenoBanus [25,38]. Opnako ux mmMpokoe
HCIIO/Ib30BAHHE OTPAHMYEHO H3-3a BhIPAXKEHHOro Mnobouy-
Horo adekra [38ﬁ
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JleueHne HH(pEKLHOHHOTO MpoLecca MPH MyKOBHCLHA03e  22.
AIBJISIETCS JIO HACTOSIUEr0 BPEMeHH O/IHOH M3 HauGosee .
aKTyaJbHbIX NpoGJieM MyJbMoHoJIorHH. CoBpeMeHHBIe Tpel-

CTaBJIEeHUS] O MeXaHH3MaX (POPMHPOBAHHS XPOHHYECKOTO 24,

HH(EKIHOHHOTO TMpolecca 3HAYHUTEJbHO PaCIIHpPHIIH
BO3MOXXHOCTH JIEUEHHS] H MMO3BOJIHJIH BbIPa6OTaTh MpPHH-
LMITHAJIbHYIO CXeMy aHTHOaKTepHaJIbHOH M HHOH MPOTHBO- o6

25.

BOCHAJIHTEJIbHOH TeparHH, MO3BOJISIIOLIEH CHUSHTD YacTOTY
CHHErHOHHOH HH(EKLHH, YJIYYUIHTh NPOrHo3 3abosieBaHus.  27.
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.H.A.l[!a6a/toaa
AHTUMUKPOBHAY TEPAIIUY ITPU MYKOBUCIIMIO3E ¥ NETEHU

Mesauko-resetnyeckuii Hayunblit uentp PAMH

Antumukpo6Has tepanus (AT) siBasiercst o6si13aTelbHON
COCTABJISIIOLIEH B KOMIVIEKCHOM JIEYEHHH JIeTeH ¢ MYyKO-
pucuunozom (MB). B To 2ke BpeMst OPSIZIOK HCITOJIb30BaHHSI
aHTUOMOTHKOB /IO HACTOSIIero BpPeMeHHM OcCTaercs
JMCKYCCHOHHBIM, He JIOCTHTHYTO €/IMHOTO MHEHHsI O MoKa-
3aHMAX JUIST X HazHaueHHMsl, BUJIE W J103aX NPHMEHSeMBbIX
npenapatoB. B o6mem nuave Bux AT ompepensiercs
NpUYHHHO3HAYHMBIM MHKPOOPraHH3MOM.

Hau6oJjiee 4acTIMH BO3OYAHTESIMH  HH(EKLIHOHHOTO
6poHxoJieroyHoro npouecca npu. MB siBisiioTest najioyka
HHQDIIO3HIHH, 30JOTHCTBIH CTa(HIOKOKK;. CHHEerHOMHas
nanouka (P.aeruginosa). w Pseud. cepacia [1,4,19,20,
47,50,55]. _

[Tasouka HHQIIOIHIHH (Haemophilus influenzae)
BbiceBaeTCs M3 OGPOHXHMANbHOrO CeKpeTa HempOIOJIKH-
TesbHO U B 14% ciiyuaeB siBJisieTCst IPUUMHOM 060CTPEHHS
6ponxoneroynoro mnpouecca [19]. Xponuueckoe Hocu-
TesbctBO oTMeveHo y 1,4% Goasubix MB-[19].

3onoTHeThil cTaduaokokk (Staph. aureus) — xnac-
CHYECKHH MHKPOOHBII areHT, SBJIFIOLHHCA OCHOBHBIM
BHHOBHHKOM 00OCTpeHHH OpOHXOJIEro4yHoro Inpolecca,

‘CMEPTHOCTH OOJIBHBIX B ‘HAYaJIbHbIH MEPHOJ H3y4YeHHS

MB. [4]. C-uum xe cBsizaHbl H HauGOsee sPKHE yCIIeXH

B seyenun: MB, kotopeie by nosrydensr 40 set Hasaf, -
.Korga 6osabHble MB-BbIe/IsI/I{ [ITaMMbl, YYBCTBHTEJbHbIE

K MeHHUMJUIMHY. B HacTosiee Bpemsl cTaHIOKOKK
06BIUHO $IBJISIETCS .NIEPBbIM GaKkTepHaJbHBIX areHToM,
HHQUUMPYIOLMM JblXaTesbHble MyTH 'y Aeted ¢ MB, u
BeiceBaeTcst B 70% caydyaeB u3 MOKpOThl 6osbHEIX MB B

-Boapacte jio 5 ner [41,55]. [Ipu nprmeHeHHH OpajIbHBIX
- aHTHOHOTHKOB OTMevaeTcsl HppauKaLHs cTaQHIOKOKKa,

B CBSI3M C 4YeM XPOHHYecKasi ero KoJIOHH3alusi Habiiio-
naercst peaxo [19,50,55].

CuHerHoiiHasi nanouka (P.aeruginosa) siBasiercs
HauGoJiee pacrpocTpaHeHHBIM B HacTosllee BpeMs MHK-
pobubiM areHTOoM Y GosbHBIX MB. BriceBaemocTh ee; 1o
JAHHBIM Pa3NHYHBIX LeHTpoB MB, cocraBaser 57—80%
[19,24,42]. Cpenuuit Bo3pacT Hayalia KOJIOHM3aLHH CHHe-
FHOWHOM TaJioukH, rmo gaHHbiM UeHTpoB MB B [lanuw,
cocrassier 10 siet [47], ona pejko Berpeuaetcs 1o 4 set [20].
[To pauubiM Apyrux ueHtpos MB, 67% 60JbHBIX
HHUUMpYeTCs CHHerHoiHo# nanoukoi fo 7 et [30]. ITo
JUIHTEJIbHOCTH BbICEBAa CHHETHOHHOH IMaJIOYKH M3 MOKPOTHI
BLIAEJISIIOT HEIOCTOSIHHOE ee HOCHTEeJbCTBO, KOTOpoe Yy
Go/IbLIMHCTBA GOJIBHBIX CO BpeMeHeM MepexoiuT B popmy
XPOHHUYECKOH KOJIOHH3aLHH &ocrosmuoe Gousee 6 mecsiLeB
BbileJleHHe cHHerHoiHoi namouku) [19]. TTockoabky
CHHErHoMHasi naJjioyka siBJsieTCsl IIMPOKO pacrpocTpa-
HEHHbIM B TPHPOAE MHKPOOPraHH3MOM, HCTOYHHKOM

uHpHUHpoBaHHs 60JbHEIX MB MoryT GbITh OKpYy»Kalolye
HX TpeAMEThI, HHTaJISITOPbI, annapaTypa JIsl HCCleJoBaHUs
(GYHKUMH BHELIHEro' AbIXaHHsl, PAKOBHHbI, MBUIO M T.A.
Oco6eHHO MOBBILIAETCS PUCK HH(MHULUUPOBAHUST GOJBHBIX
B KJIMHHKaX, OOLIMX JJISi HECKOJBKHX OOJBHBIX Majartax
[19,21]. BuyTpubosbHHUHBI TyTh HHOHLHEPOBAHUS
MOATBEPIKAAETCs MPH cepo-, (aro-, MHOLUKWHTHITHPOBAHHH
cuHerHokHo# nasouxy [8,22,29]. lpu snumeMHosOrHYIeCKOM
MCCJIE/IOBAHHUH- TTIOKA3aHO, YTO CHHETHOHHasl MajloyKa pacribl-
JISIeTCS B BO3[yXe, OCelaeT Ha pyKax TNpH Kallle, MOXeT
COXpaHSITbCSl B TeYeHHe HeJleJIM B CYXOH MOKpoOTe, 3Ha-
YHTENIbHO 60oJIee’ IVTHTENIbHO COXPaHSIeTCs ee JKH3HeesTelb-
HOCTb BO BiaxkHoii cperie [8,22,29]. Heo6xonumo otmeTHTs,
YTO. KOJIOHH3ALMSI CHHETHOWHOH ITaJIoYKH Yallle Pa3BHBaeTCsl
y GosbHpix MB, umelolmmx Xyauie nokasartesu (yHKUHH
BHEIIIHETO JIbIXaHHs. DTO KOCBEHHO YKa3blBaeT Ha TO, YTO OHA
ropakaeT Y»Ke MOBpeXK/1eHHbIH Mpe/ILIeCTBYIOLIEH, Yallle cTa-
(HIIOKOKKOBOH, HH(eKLHeil snuTenuit 6ponxo. O6 aToMm xe
CBH/IETEJIECTBYIOT BHICOKHE THTPBI ITPOTHBOCTA(HIOKOKKOBBIX
AHTHTEJ] K HaYaJTy KOJIOHH3aLIHH CHHETHOMHOH MaJIoYKH [40,48],
a TaK)Ke SKCTIepHMEHTaJIbHble JiaHHBIE, - [IOATBepXKaloLIHe,
YTO CHHErHOHMHasl Majioyka HMeeT Gosiblliee CPOACTBO K Tpa-
XeanbHOMY SIHTENHIO, MoBpeXieHHoMy BHpycoMm [53], wum
TMOBpPEX/ICHHOMY TMpe/illecTByioleH HH}EeKUHeH SMUTeNHIO
noocTy- pra 165]. Bopcuukn ¥ causb, BbpaGaThiBaeMast

.CHHETHOMHOM MAaJIOYKOH, CIOCOOCTBYIOT €e ajiresHH Ha KieT-
kax [5]. BepabaTbiBaeMble CHHETHOHHOMH TaJIOYKOH TOKCHHbI

u- (akTOpsl BUpYJeHTHOCTH (9K30TOKCHH A, mpoTeassl,
snacTassl, {pocdonnnaser C, nunasbl, MHrMeHT, ajJruHar,
JIMTTONOJIMCAaXapH/Ibl) OKa3blBAIOT TOBpeXK/aioLlee AefCcTBHE
Ha -STIHTeJIHi _pecrpaTopHoro Tpakta GoubHbix [10,21,22].
[TpoTeonuTHyecKHe (hepMEHTEI, 3/1acTasbl PaCLUEIVISIOT HMMY-
HOIIOGYJIHHBI, KOMIIOHEHTbI KOMIUIEMEHTA, PeLIeNTopbl HeHTPO-
(PHITBHBIX JIEHKOLMTOB, T-KHJIIEPOB, XeJINepoB, CHHXAIOT (PyH-
KUMIO HeHTPouoB (XeMoTakcHe, (arolyTos), 4To CHIXKAET
3alMTHbIe CBOficTBa opranusma [31,43,44]. UmmynHBIi oTBeT
TIPOTHB CHHErHOHHON I1aJIOYKH OOBIYHO pasBHBaeTCsi yepes
HECKOJIbKO MeCsILIeB 10cJ/Ie HayaJla KOJIOHH3aLMH CHHErHOHHOM
TAJIOUKH, a 110 Mepe PasBHTHsT HH(EKLEH PasBHBAETCS HMMYHHBIH
OTBET NMPOTHB BeexX hakTopos BupyentHocTH [19,22]. Tlioxoit
NporHo3 3a6oJieBaHHSI KOppesNHpyeT C BblpaXKeHHOCTHIO
MMMYHHOTO OTBeTa H ()OpMHpOBaHHEM HMMYHHBIX KOM-
mutekcoB [18]. XapakTepHbIMH /151 CHHErHOHHOH HH(EKIHH Y
GOJMBHBIX SIBJSIOTCA BBICOKHE THTPbl HMMYHOTJIOOYJ/IHHOB.
OTMYNTe/IbHOM OCOGEHHOCTBIO CHHETHOMHOH HH(EKLHH Y
GonbHblXx MB siBisieTcst pasBHTHE MYKOWJHOro (peHOTHNa
CHHErHoMHOM MnajioukH. YacTo HecqM3HCTble ee KOJIOHHH B .
npouiecce 3a6oseBaHHs TPaHCHOPMHPYIOTCS B CJIH3HCThIE,
TpHYHHA JKe STOH KOHBEPCHH JI0 HACTOSILLEro BpeMeHH He
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BhisicHeHa. B To JKe BpeMsi IOKas3aHO, 4YTO pasBHTHe
CJIM3HCTBIX KOJIOHHH CHHErHOHHOH NaJlouKH OOBLIYHO
COIPOBOXK/IAeTCS PA3BHTHEM MHITEPHMMYHHOTO OTBETa K CHHe-
rHOMHBIM aHTHreHam [4,19] u Koppesmpyer ¢ XyawHM npo-
rHosoM 3abosieBanusi. Mppasukaipsi MyKOMAHBIX LUTAMMOB
CHHETHOMHOII NMAJIOuKH, KaK NpaBuJIo, HeBoaMoxkHa [5,19].

Pseudomonas cepacia — HOBbIii areHT npu MB,
YyacToTa BCTPEYaeMOCTH KOTOPOro yBeJHYHBaeTcsl B
nocnesnee spems [19,24]. UnduuupoBanuio gpiXaTebHbIX
nyrei P.cepacia y Gonbubix MB npejuiecTByeT XpoHH-
yeckasi cHHerHoiiHasi MHQexuus. [TyTH HHOHUHPOBAHHS
CXOJHBI C CHHErHOMHOH NajloukoW. BaKHBIM ¢ KJIHMHH-
YeCKOH TOYKH 3PeHHSs SIBJISIeTCS aHTHOHOTHKOP@3HCTEHT-
HocTh P.cepacia. B KiIMHHKe 4acTO BBIAGJSIOT TPH KJH-
HHYECKHX BapHaHTa HOCHTeNbeTBa P.cepacia: HernocTosHHoe
HOCHTEJIbCTBO, XPOHHYECKOe 6eCCHMITTOMHOE HOCHTEJILCTBO,
TNpOrpeccHBHOE YXY/AUIEHHe coCTOstHHS GoabHbix MB c
XPOHHYECKHM HOCHTENbCTBOM P.cepacia, mpoTekaiollee
C MOBTOPHOM JIMXOPAJIKOH, MPOrpecCHBHOM MoTepei Beca,
MOBTOPHBIMH FOCIMHTANH3AUHMAMH H ObICTPLIM PasBHTHEM
JleTanbHOro Mexona [24].

OueHka 3(pPeKTHBHOCTH aHTHOHOTHKOTEpPANHH MpH
OCTPBIX HH(EKLHOHHBIX PoLieccax B JIETKHX OCHOBbIBAeTCS
Ha MppaiiKaLHH BO30yAHUTeNSI U IMKBHAALHUH CHMIITOMOB
HH(]peKHH, HopMaansauuu GpyHkuuH gerkux. [Ipy MB xe
HppajlKalHs MUKPOOPraHH3MOB, 0CO6eHHO CHHErHOHHOH
nanoyku U P.cepacia, Habmonaercs pefiko, a BOCTaIUTe/bHbIe

M3MEeHeHHsl B JIETKHX MepcHCTHpPYIOT. ddpexTHBHON AT:

CYMTaeTCs PH yMEHblIEHHH BbIPaXK€HHOCTH CHMITOMOB
BOCIAJIEeHHS] B peCITHPAaTOPHOM TpPaKTe, yJyyllIeHHH MoKa-
3aTesieil (PYHKUMH BHELIHEro AbIXaHHs, CHHXXEHHH YPOBHS
G6akTepHalbHONH ob6ceMeHeHHOCTH. [IpH HHpeKLUHOHHOM
npolecce, Bbi3BaHHOM P.cepacia, B psiie cliyyaeB MpH
cuHerHoitHoi uHpekuuu sdpdextuBHocts AT MoxKHO
OLIEHHBATh TOJILKO Ha OCHOBAHHH TMOJIOXKHTEJbHOH KIHHH-
YeCcKOH IMHAMHKH ITPH OTCYTCTBHH YMEHbILIeHHsI 6aKTepHallb-
Hoit o6cemenennocty [11,13,57]. B cBasu ¢ Bhluwecka-
3aHHBIM TMOKa3aHHUS K aHTHOHOTHKOTEpPANUH OJHO3HAYHO
onpepenuTs TpyaHo. [Ipu kpaTkoBpemeHHBIX Kypcax AT
lleJib ee 3aKJo4aeTcsl B YMEHbIUEHHH BBbIPAXKEHHOCTH
NPH3HAKOB BOCMAJEHHS B pecrnHpaTOPHOM TpaKTe H
BO3/IeHCTBHS HH(EKUHOHHOrO areHTa, a IOKa3aHHUSIMH
JUIsi ee HayaJla CJIy>KHT MHeHHe Bpaya, MoCTOsIHHO HabJ11o-
JIQIOLIEro JaHHOTO 60JIbHOTO, O HAJIHYHH Y Hero o60oCcTpeHHst
6poHxoJieroyHoro rnpouecca. OCHOBHBIMH KJIHHHYECKHMH
cHMNTOMaMH obocTpeHHss y GosabHbix MB saBasiores:
M3MeHeHHe XapaKTepa Kaljis, MosiBJeHHe HOYHOTO
KalIsi, yBeJIHYeHHEe KOJHYeCTBa MOKPOThLI H ee THOHHBIH
XapakTep, HapacTaHHe OJBILIKH, JIHXOpajKa, yvalleHHe

nyJibca, yXyAlleHHe arnreTHTa, najeHne Beca, CHH>KEeHHe .

TOJIEPAHTHOCTH K (PH3HYECKOH Harpyske, IHaHO3, (H-
3HKaJlbHasl KapTHHA B JIETKHX, YXY/AUIEHHEe PeHTreHo-
JIOTHYeCKOH KapTHHbI B JIETKHX, MOKa3aTeseH (PyHKLUHH
BHELUHETro JblXaHHsl, MPH3HAKH BOCMAaJIeHHsS M0 JaHHBIM
na6opaTopHbHIX MeToj0B HceaemoBanusi [11,14,33].
JnntenbHasi U cucTeMaTHYeckH npoBoaumast AT Hanpas-
JleHa Ha yMeHblleHHe yHcsa obocTpeHHH GpoHXoJseroy-
HOTO Tmpolecca, FoCHHTaIN3alUuid 6OJBHBIX, YJyulleHHe
(HusHyecKkoro cocTosiHHA pebeHKa, (yHKLHOHAJbHBIX
rnokKasareJieil Jierkux, nporsosa sabonesauus [11,14,45].

Llenbio o6oux metonoB AT siBisieTcst ymeHbleHHe 6aKTe-
PHAJILHOTO BO3/IeHCTBHS Ha PECITHPATOPHBIH TPAKT GOJIbHBIX
MB 6e3 pa3BuTHA aHTHOHOTHKOpesucTeHTHOCTH. Cyllec-
TBYeT 6oraThli KIMHHYECKHH MaTepHall, CBHIETEJIb.CTBYIOLIME
0 TOM, YTO aHTHOHOTHKONPO(UIAKTHKA, JiexKalllasi B OCHOBe ¥
cucTeMatHyeckH npoBoaumoii AT, mosBosisieT YBeJHUYHTH
TMPOOJ/KHTEILHOCTD KH3HH GoJbHBEIX MB [32,45,62].
OcobentHocTH (apmakoKuHeTHKH npu MB cBsizanbl
npexJe BCEro ¢ YyBeJHYEHHeM CHCTEMHOro KJHpeHca
NPaKTHYEeCKH JUISi BCeX TPYII aHTHOHOTHKOB, BHE 3aBH-
CHMOCTH OT MyTH BBeileHus mpenapata [26,34,52,58,66].
MaxcumainbHast KOHLUEHTpalUs aHTHOHOTHKOB B CHIBOPOTKE
KpoBH Yy 6osbHBIX MB HHXKe, yeM NpH BBEJEHHH TOH XKe
J103bl NIpenapaTa 60JIbHBIM C APYroi naToJiorue, oTMeya-
eTcsl TakXe YycKopeHHe MeTabosiM3Ma JieKapCTBEHHbBIX
MperapaToB B MeYeHH H yBeJHueHHe NoyeyHoro kiuperca [23].
[lpu AT y GonbHeix MB Heo6xoauMo TaKKe YYMTHIBAThH
BHYTPHOPOHXHANBHOE PACIIONOXKEeHHEe MHKPOOPTraHH3MOB,
TO eCcThb MPHYMHHO3HAYHMble GaKTEpPHH JIOKAJH3YIOTCS B
npocseTe 6POHXOB, He XapaKTepHO IMOACIH3HCTOE Pacrio-
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PexomeHn/iyemMble 103bI M HHTEPBAJbI MEX/y BBCACHHUAMHU
aHTHOMOTHKOB, HauboJee HaCTO MPUMEHSIEMBIX IS JeUeHHs
nereit ¢ MB [14,32,38,46,59]

Hurepsan mexay

.
Cytounan nosa,
BBCACHHAMH B

Mukpoopranuam / anTHGHOTHK

Mr/’(r TeUCHHE CYTOK, Hac
CTAPUIIOKOKK
Knokcauuanun (8HyTps, 8/8) 200 6
Juxnokcauunnun (BHYTpSb, B/ B) 100 6
dayxnokcauunnuy (BHYTpD) 100 6—8
Oxkcaunnnun (BHYTpS) 100 6
Makpoanast (BHYTpb) 50 6
Pudamnuumn (BHyTps) 20 8—12
[TAJIOYKA MHDPJIIOSHUIHUHU

Musamnuuuanun (BHyTps, B/8)  50—100—200 8 t
Ledpypokenm (8/B) 100—200 8 ‘
TpumeTonpuM—cyJbhameTok-

coson (BHYTpS, B/ B) 8—12+40—60 8—12

CUHETHOHMHAS TMAJIOUKA

Kap6ennuuaann (8/8) 450—800 8
Asnounnnun (8/B) 450—600 8
Munepauuanun (8/8) 300—500 8
Tuxapuuanuu (8/8) 300—600 8
Lledsynonuu (8/8) 100—200 8
Lledrasuaum (8/8) 100—240 8
Lleonepason (8/B) 100—200 8
Astpeonam (8/B) 150—200 8—12
Fentamuuun (8/8) 8—12 8—12
To6pamuuun (8/8) 10—20 8—12
Herunmuumu (8/5) 10—12 8—12
Amuxaumn (8/8) 15 8—12 *
Wmununem / nenactaTiu » 30—90 6—8
Llunpodaoxcauus (BuyTps, B/ B) 15—50 8—12
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JoxKeHHe 6akTepHil U OueHb PeJIKO OHH OMpeessioTCs B
npocsete anbeos [66]. B 10 xxe Bpemst TakHe aHTHOHOTHKH,
KaK TMeHHLHJJIMHBL, 1epaslocnopHHbl, aMHHOIVIHKO3H/IBI,
[IJI0XO MPOHUKAIOT B MOKPOTY, @ KOHLEHTPALMUsA STHX Ipe-
napatoB B GPOHXMAJIHOM CEKpeTe COCTaBJIsieT 10—20%
OT COOTBETCTBYIOIUEH CBHIBOPOTOYHON KOHIEHTPALHH.
TuapodobHble aHTHOHOTHKH, TaKHe KaK TeTPaUHKIHH H
xJaopaM(eHHKOJI, NMPOHHKAIOT B MOKPOTY 3HAYHMTEJIbHO
Jiyylue, HO CMEeKTP HX aHTUMHKPOGHON aKTHBHOCTH Orpa-
HUYMBaeT UX NpHMeHeHHe y 60sbHBIX MB. dPTopXHHOIOHEI
NpH SHTEPabHOM MPHMEHEHHH XOpOILUO BCachIBAIOTCS H
KOHLEHTPHPYIOTCSI B GPOHXHaJbHOM cekpeTe (KOHIEHT-
palsi HX B MOKPOTe MOXeT ObiTb TaKOW XKe HIIH jaxe
npeBbilLaTh chiBopoTounyio) [7]. Beiieckasantoe, a Takxe
yacTo BeTpevaouiasics y 6obHbIX MB ycToHUHBOCTD MHKPO-
OpraHH3MOB K aHTHOHOTHKaM, OOycCJIaBJIHBAIOT HEOO6Xo-
JMMOCTb BBE/IEHHSI BBICOKMX PAa30BBIX H CYTOYHBIX /103
aHTH6HOTHKOB. B Taby1.1 npesicTaBieHbl J03HPOBKH HanboJee
yacTo MpUMeHsieMbIX y GosibHBIX MB aHTHOHOTHKOB.

ToBOpsi 0 UYBCTBHTENLHOCTH MHKPOOPraHH3MOB, Bblje-
JsieMbIX M3 OpoHXHasMbHOTO cekpera GosbHbXx MB, K
aHTHGHOTHKAM, HeJb3sl He OTMeTHTh Habiofaemoe B
psijie cirydaeB pacXoXKeHHe pe3yJsibTaToB J1abopaTopHOro
HCCJeIoBaHMs U KiHHH4YecKoro s dexra. Tak, npu nabo-
PaTOPHO IOKYMEHTHPOBAHHOH aHTHOHOTHKOPE3HCTEHTHOCTH
BBIJIEJIEHHOTO H3 MOKPOThI MHKPOOPraHH3Ma ero pHMeHeHHe
B KJIMHHMKe OKasbiBaeTcsi 3(p(eKTHBHHIM M Hao6opoT.
CyuiecTByIOT pasjiHuHble 0ObSICHEHHSI 3TOro (heHoMeHa,
B YACTHOCTH YCJIOBHSI NPOBEJEHHSI TecTa Ha UYBCTBH-
TEJNbHOCTh K AHTHOHOTHKAM TPHOJHKEHbl K YCJIOBHAM
KPOBSIHBIX HMH(eKUMH H 3HAUMTEJNbHO OTJIMYAIOTCS OT
peaibHO CYUIECTBYIOUIMX B IIPOCBETE PECHHpPaTOPHOro
tpakta [57]. B MOKpoTe aHTHGHOTHKH MOTYT CBS3bIBAThCS
MYLMHOM HJH HHAKTHBHPOBATHCS JIEHKOUHTAPHBIMH
susuMamu. [lonnmMopHOsIepHbIE JIEHKOUMTEl ColepXKaT
MHOro fpoTeas, 06JalalolMX CMOCOOHOCTHIO THAPOJIH-
3HpoBaTh P-aKTaMHOE KOJbLO, TaK e KakK GakTepH-
anbHble P-nakTamasbl. MHOrHe cocTaBHble KOMIIOHEHTHI
MOKPOTBI JIEHCTBYIOT aHTarOHMCTHYECKH IO OTHOLIEHHIO
K TreHTaMHUHHY M To6pamuuuHy. Kpome Ttoro, pH
MOKpOTHEl OKoJsio 5,0, NMpH KOTOpPOH aMHHOTJIMKO3HABI
HaumeHee akTuBHBI [2,3]. B yc/oBHsix MakpoopraHusma
Ha (oHe rnpuUMeHeHHsl B-lTaKTaMHBIX AHTHOHOTHKOB Y
GONIbHBIX ¢ XPOHHYECKHMH BOCHa/HTeNbHBIMH 3aboiie-
BaHHSIMM JIETKHX HepeaKo mosaBasioTcss L-dpopmbl
CHHErHOHHOH MaJIoYKH, KOTOpble He YyBCTBHTEJbHBI K
NeHHUH/UIHHAM, LedasoclopHHaM, aMHHOMVIMKO3HAAM H
MOJIMMHKCHHAM, HO YYBCTBHTEJbHbl K TeTPALHKIHHY,
XJopamdeHnKony 1 ocobeHHo K Makponnaam. CrioHTaH-
Hasi peBepcHsi HecTaGHbHBIX L-hopm MOXKeT BbI3BaTh
“HeobbsicHMMOe” 060oCTpeHHe BOCHAIHTE/IBHOTO Mpolecca,
faxe Ha (hoHe MacCHBHOH aHTHOHOTHKOTepanuu. s
npegoTBpauierusi obpasoBanus L-popm cHHerHoiiHOH
NaJloukH peKoMeHAyeTcs B psijie ciryyaeB KOMOHMHHPOBATH
B-nakTamHble aHTHGHOTHKM ¢ MakposHaamu [2].

Bri6op antu6uortnkos u crpaterus AT onpesensiores
BHIOM Bo36yuTed1si HH(eKLHOoHHoro npotiecca. [1pu Bbicese
H3 MOKPOTHI CTa()HIOKOKKA NMPaKTHKYIOTCS CJelyioulne
cxembt AT. 1) IMpodmaakTuyeckuil npueM MPOTHBOCTA-
(pHIIOKOKKOBBIX TpenapaToB y3KOro CreKTpa AeHCTBHS C

MOMEHTa YCTaHOBKH AMarHo3a W Ha INPOTSIKEHHH BCeH
JKHM3HM WJH TOJNbKO B paHHeMm Bospacrte [12,14,56].
Haunbosnee yacto NpUMEHSIIOT KJIOKCAUMJIJIHH, (IyKJIOK-
caunaiuH. [Ipu pasBUTHH 06oCTpeHHST GPOHXOJIETOYHOTO
rnpolecca JONOJHUTENbHO Ha3Ha4yaloTCs Mpenapartsl Mak-
POJIH/IOB, OKCAUMJIIMH B KOMOHHAaUMH C (Yy3HIAHHOBOMH
KHCJIOTOH, XJopaM(eHHKOJ, KOTPUMOKCa3oJ1, LedanekCHH,
TeTPALMKJINH, pUpaMIHLHH B BHEe MOHOTEpANHH HIH B
KoMO6HHaUMHU KypcoM Ha 14 pHedt. [lpu Hanuuuu 4yBCTBH-
TeJIbHOCTH K TEHHLMJUIMHY, TOCJIefHHH HasHayaeTcsl B
KoMb6uHauuu c npeberemunom 40 Mr/Kr B cyTku B 4
npuema. 2) Ilposesenne kypca (14 nmeit) mpotuBocTa-
(HIIOKOKKOBOM TeparuH MpH BbiceBe CTa(HIOKOKKA BHE
3aBHCHMOCTH OT COCTOSIHHSI GOJIBHOTO C LIeJIbI0 MaKCH-
MaJIbHOTO ToflaBJeHHs Bo3byauTensi. Ecau craduimokokk
He Mcye3aeT U3 MOKPOTbI, OTOJHHTEJIbHO Ha3HayaeTcs
2—3 TOBTOPHBIX Kypca JieyeHHsI MPOTHBOCTA(HIOKOK-
KOBBIMH TperapaTamH, IocJjie Yero MpH OTCYTCTBHH ca-
HalUd MOKPOTHI OT CTa(HJIOKOKKA pellaeTcsi BOMpOC O
nepeBojie 6osibHOro MB Ha MPOJIOHTHPOBAHHBIH TIpHEM
NMpoTHBOCTaUIOKOKKOBbIX mpenapaToB [3,17]. 3) AT
TOJIbKO 060CTPEHHH GPOHXO0JIErOYHOTO MPOLIecca, BbI3BaHHBIX
cTaUIOKOKKOM, OJJHUM HJIH KOMOHHalMeH NMpoTHBOCTa-
dunokokkopsix npenapatos [14,54]. Tlpu npodunakty-
YeCKOM IpHeMe MPOTHBOCTA(HIOKOKKOBLIX MpenapaTos,
10 MHEHHIO aBTOPOB, yJaeTcsi AepXaTh IMOJ KOHTPoJeM
cTahHIOKOKKOBYIO HH(pEKLHIO, CHH3UTh YHCJIO GOMBHBIX
C XpOHHYECKOH KOJIOHH3alHeH cTa(HJIOKOKKa, NpHOCTa-
HOBHTb IIPOrpeccHpoBaHHe GPOHXOJIETOYHOTrO Mpolecca,
yXy[ueHHe (GpYHKUHOHAJNbHBIX HApyLIEHHH, MO JaHHBIM
(GYHKUMH BHEIIHero [ABIXaHHS, YBEJIHYHTb MPOJAOJIKH-
TeJIbHOCTh KH3HU GosbHBIX MB. Ilpu aTom oTmeuyaercst
¥ Gosiee HH3KHH YpPOBeHb NMpPELUMHTHPYIOUIHX TPOTHBO-
cTaUIOKOKKOBBIX aHTHTEJ Y 6OJIbHBIX, HAXOASLIHXCS Ha
1—2-i1 cxemax AT, mo cpaBHeHHIO C JeTbMH, MOJY-
YaIOLUIUMH aHTHOMOTHKH TOJIbKO B TEpHOJ 060CTpeHHs
6pouxonerounoro npouecca [12,14,17,54,56,60].

[Ipu BbiceBe H3 MOKPOTBI MajioYKH HH(IIOIHLHMH Ha3-
HayaeTCsl AMIHLMJUIHE HIH aMOKCHUMIIIHH, 25—50 mMr/ Kr
B CYTKH BHYTPb; IPH BbiCeBe MNaJOYKH HHQIIOIHLHH,
npoayueHTe P-iakrama3, Ha3HayaloTCsl, Caelyst aHTHOH-
OTHKOrpamMMe, ayrMEeHTHH, MaKpOJIM/bI, KOTPHMOKCA30ll,
pHaMIHLKH, TeTPALMKIHH, XJopaM(peHHKOJ, Ledalo-
CMOPHHOBBIE AHTHOHOTHKH 2-TO MOKOJIGHHS [3,14,15,17].
[TpomosmxutenstocTb Kypca AT 14 aneid, nocJie yero, Kak
MPABHJIO, MOKPOT CAHHpYeTCst OT nasoukH uiduosHun [17,19].

[Ipu BbiceBe CHHErHoWHo# majouku crpateruss AT
pasjiiyHa B 3aBHCHMOCTH OT JUIHTe/IbHOCTH KOJIOHH3aLHH
CHHerHoiHo# najsouyku. Tak, B psje my6auKauui coob-
1[aeTCsl 0 BO3MOXKHOCTH HppafHKaluuH P.aeruginosa npu
panHeM (rocJie MepBbIX BLICEBOB CHHETHOHHON MaJouKH)
Ha3HAYeHHH MPOTHBOCHHErHOHHBIX TpenapatoB. [luis aToro
C LeJbI0 TpPefoTBPALeHHs] XPOHHYECKOH CHHErHOHHOMH
HHGEKUHH Haubojee YacTO MPHUMEHSIOTCS HHraJALHH
KOJMIMCTHHA M/ HMJM TpHeM UMMpoQJIOKCalHHA BHYTPb
[16,27,37,39].

Tak, B uentpax MB Jlanuu 6o/blIMHCTBY GOJLHBIX NTPH
flepBoM BhICEBE CHHETHOMHON MajloukH H Yy GOJIbHBIX C
HEOCTOSIHHOH ee KosmoHusauuedl nposoautcs AT mo
cxeMe, MpeicTaBieHHol B Ta6u.2 [46,64].
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Ta6bnuua 2

Cxema aHTHMHMKpPOOHOIT Tepanuu, NpuMeHsieMasi B LIEHTPaxX
MB Jdannu gast npohHIaKTHKH PAa3BUTHS XPOHNYECKOH
KoJonuaauuu P.aeruginosa

Lunpo- ik
duiokcat,
e Hurannuwmn HKHTENb-
L‘IJCTOTG BbiCeBa CHHErHOMHOH NMAJIOYMKH MI'/KI' B
. KOJAHCTHHA HOCTL B
CYTKH
Hepennax
BHYTPb
1-it BhIceB 1 man EI
2 p.Bpaews 25—50 3
2-i1 BbiceB 2 man EI
3p.Baens 25—50 3
3 BhiceB B 6 Mecsuen 2 man EJl
3 p.Baenr 25—50 12
BoabHble, paHee noayuasiiue
B/ B Kypchl IPOTHBOCHHE-
THOMHOW TepanuH, y KOTOpbIX
B TeyeHHe HeCKOJIbKHX
MecsilleB OTCYTCTBYeT BhiCEB 2 mai EJ 3
CHHErHOWHOH MaJIouKH 3p.Baens 25—50 3

[Ipu sTOM ynanoch CHH3UTb YaCTOTY Mepexoja Henoc-
TOSTHHOI'O HOCHTEJIbCTBA CHHEFHOHHOMH NMaJIOYKH B XPOHH-
YecKylo CHHerHoitHyio uudexuuio ¢ 58 go 14% [37].

B HacTosiee BpeMs loKa3aHo, YTO XpOHHYeCKas SH/0-
GpoHXHa/IbHAas CHHErHOMHAas HH(EeKLHs SBJISETCS MPHYHHOH
6oJlee TSXKENIOTO TeYeHHsI H cMepTHOCTH GosbHEIX MB. B
TO )K€ BpeMsl aKTHBHasl aHTHMHKPOGHAs! TPOTHBOCHHETHOHHAS
Tepanus MOXeT NPHOCTAHOBUTH MporpeccHpoBaHHe
U3MeHeHHH B. Jlerkux GosbHbIX MB, yxyauieHue mnoka-
3aHMH PYHKUMH BHELIHETrO JAbIXaHHs, YIYUIIHTh KaueCcTBO
XKH3HH H YBEJHYHUTDb ee MPONoKHTeNbHOCTD [45,46,61].
XoTsl MppagMKalus CHHerHOHHOH MaslOYKH H3 HHXKHHX
OT/IeJIOB PECITMPATOPHOro TPaKTa y GOJBHBIX ¢ XPOHHYeC-
KOH CHHerHoHHOH HH(eKIHeH ocTaeTcs TPYAHOH 3aja-
yei, BpeMeHHoe e ee HCYe3HOBeHHe H3 MOKPOTHI HabJ1io-
jaetcst 6ojiee HACTO MO Mepe YBeJHYeHHS AJTHTeJbHOCTH
KypcoB -aHTHnceBoMoHaaHoi Tepanuu [39]. Tlepeuens
NPHMEHSIeMBIX TIPH XPOHHYECKOH CHHErHOHHOH HH(pEeKUHH
penapaToB H peKOMeH/1lyeMble 103bl ObIIH NpeICTaBIeHbI
B Tab6J.1. Boi6op aHTHOHOTHKOB OCyLLUEeCTBJSETCS MocJe
HCCJIefIoBaHHA MOKPOTHI Ha (DJIOPY M UYBCTBHTEJNbHOCTb
K aHTHOHOTHKaM. [lis npodpHIaKTHKH pa3BUTHS aHTHOH-
OTHKOPE3HCTEHTHbIX LITAMMOB CHHETHOHHOMN NaJIoOuKH, a
TaKXKe JIsl paclIMpeHHst CrieKTpa aHTHMHKPOOGHON aKTHBHOCTH
peKoMeH/lyeTcsl codeTaHHOe NMPHMeHeHHe aHTHOHOTHKOB
pasHbix rpynn. [Ipu BbiceBe M3 MOKPOTHI acCOLMaLMH
CHHErHOMHOM MaJIoYKH M cTaUJIOKOKKAa 6a3HCHBIMH IS
TepaniH JIeroYHbIX 060CTPeHHH ABJSIOTCS aHTHOHOTHKH,
aKTHBHbIEe MPOTHB CHHErHOHHOH nanoukH. Haunbosee sg-
(PEeKTHBHBIM H 4aCTO NMPHUMEHSIEMBIM SIBJISIETCS] BHYTPEHHHH
MyTb BBeJeHHS AHTHOMOTHKOB, B BBICOKHX [03aX TpH
TPEeXKPAaTHOM HX BBEJIEHHH B Te4eHHe CYTOK. AHTHOHO-
THKH M3 TPYNI MeHHLUHUIMHA H 11e(haloCTIOPHHOB BBOAATCS
BHYTPHBEHHO KarleJIbHO, aMHHOINIHKO3H/Ibl BHYTPHUBEHHO
CTPYHHO, a IPH MECTHO pasjipa’kaiolleM IeHCTBHH B BHE
KOPOTKHX KaneJibHbiX HH(Y3ui. [lInpoxoe pacnipocTpanenue
MOJYYHJIH TNepH(epHyecKHe BHYTPHBEHHble KaTeTephl.
JaurensHocts Kypca AT TowyHo He onpejesieHa, TpH

npodpuaakTHueckux kypcax AT B GousblunHCcTBe ciy4aes
OHa cocTapjsieT 2 HeJeJH, NMpH 060CTPeHHH GpPOoHXOJle-
ro4yHoOro mnpouecca — 2, a NpPH KJIHHHYECKOH HecTa-
6unpHOCTH 3 M Gosee Henend. Jasi npodHIakTHKH pac-
MPOCTPAHEHHS CHHErHOMHOM HH(EKUUH B HacTosllee
Bpemsi B CIIA u crpanax 3amaguoit EBponbl mnpaxtu-
KyeTcsi pasjienbHast (¢ ydeToM BbimesisieMoit MUKpODIIOpEL)
rocrnuTanusauus 6oabHbIXx MB, opranusauust noMouu no
THITYy JHEBHBIX CTAlLlHOHAPOB W CIIELHAJIbHBIX CJyX6 s
BHYTPHBEHHOTO BBe/IeHHsI aHTHOMOTHKOB Ha nomy. [Ipu
o6ocTpeHHH GPOHXOJIErOYHOrO MpoLecca BHYTPHBEHHBIH
kype AT HaunHaeTcs B cTauHOHape, a MOCJe MOJyYeHHs
MOJIOXKHTRJIbHOTO KIIHHHYecKoro adpexTa npojponKaeTcs
B JloMalIHUX ycaoBHsx [9,25].

[To nanuemv uenTpoB MB B Jlanuu, H3MeHeHHE CTPATErHH
AT or npuHuuna “neyenne o6ocTpeHHH” K IJIAHOBBIM
Kypcam BHyTpHBeHHOH ‘AT 1o kpaiHeil Mepe Kaxkible 3
Mecsila - PHBeJIO K ' YBEeJHUYEHHIO IPOOJIKHTENbHOCTH
xu3HH 0 10 JeT nocJie pa3BUTHS XPOHHUYECKOH KOJIOHH-
3auuu cHHernoiHol nanouku y 90%4% GoabHeix MB
(a7 cpaBHeHMSI NpH JIeYeHHH TOJNBLKO OBOCTPEHHIt
GPOHXOJIErOYHOTO MpoLecca S-JIeTHSIST MPOAOIKHTENBHOCT
MKH3HH T0c/Ie HavyaJla KoJIOHH3alHK ‘CHHEeTHOHHOH MmaJioy-
KH coctasisia 54%).-YpoBeHb eKeroHoli cMepTHOCTH
cuusuiicst ¢ 10—20% no 1—2%. TMpopo/mkuTeNnbHOCTb
KH3HU yBeauyuaach ot 20 go 30 ser y 50% [32,45,61].
Cxema AT, npumeHsieMasi IIpH XPOHHYECKOH CHHErHOHHOH
vHpexuuy B uentpax MB B Jlanuu, npescraBieHa B Ta6u1.3.

[TomHMO mapeHTepalbHOro BBeJeHHS TPH XpOHHYec-
KO CHHErHOMHOH HH(EeKLHH LIHPOKOe pacrpocTpaHeHHe
MOJIYHIM HHTaJSIUMH aHTHOHOTHKOB M/ MM OpasbHbIi
NpHeM XHHOJIOHOB MeXJy Kypcamu BHyTpuBeHHOH AT.
Tax, npu peryssipHbIX HHTaJISILKSIX KOJHCTHHA yHaeTcs
YMeHbIIHTb HapacTaHHe NPH3HAKOB BOCIMAaJIeHHSI B
pecrnupaTopHOM TPaKTe H yXyJlIeHHe NokasaTesied (yH-

KLHH BHELIIHEro AbIXaHHsl MeX/y KypcaMH BHYTPHBEHHOH

AT. IToMuMO HHTaNISILKMHA KOJHCTHHA TPHMEHSIIOT HHra-
asiuun rearamuumHa (o 80 mr 2 pasa B feHb) M KapGe-
HuumiuHa (mo 1 r 2 pasa B jieHb) nocJiefloBaTebHo,
To6pamuiuHa (o 80 mr 2 pasa) u Tukapumaanna (1 r 2
pasa). [lpu aToM ynaercsi cTabMIM3HPOBATbH COCTOSIHHE
GOJIbHBIX, YMEHBUIHTb YacTOTYy HMX TOCIHTAJIM3alMH,
JYYUIHTh MOKa3aTeqH (YHKLUHH BHELIHEro JAbIXaHHS
16,64]. [Tpu uHransiMy aHTHGHOTHKOB CJIeflyeT yAeNaTh
GoJiblIOe BHHMaHHE TEXHUYECKHM YCJIOBHSIM NPOBeeHHe

npoueaypsl. Pasmep HHraJupyeMbIX HacTHIL He JIOJDKeH

MpeBbILIaTh 5 MKM, NMPH 3TOM M0 SKCMEePHMEHTaJ/bHbIM
JaHHbIM Toabko 6—10% npuMeHsieMoro aHTHOHMOTHKA
JIOCTHTAIOT AMCTAJbHBIX OT/esoB Jerkux [16,64].
[To6ounbie adpdektsr AT npu npUMeHeHHH aMHHOIVIH-
KO3H/IOB CBSI3aHbl C HX He(po- H OTOTOKCHYHOCTBIO. B TO
»e BpeMsi IPH NpUMeHeHHH y JleTei ¢ MB Bbicokux 1103,
MPOJIOHTHPOBAHHBIX /10 3 HeJlesib, H TMOBTOPHBIX KYpPCOB
TO6paMHLIMHA YacTOTa Pa3BUTHA MOOOUYHLIX 3(P(eKTOB He
yBEJIMYHJIACH 110 CPABHEHHIO ¢ GOJNBHBIMH, MOJIYYHBILIHMH
CPeIHIOI0  TepaneBTHUeCKyIo o3y npenapata [32]. [Tpu
MpUMEHeHHH P-laKTaMHBIX aHTHOHOTHKOB ONHCaHbI
ajlJiepruyeckie peaklHH, MpoTeKalollWe I0 THIY aHa-
¢unakcuu, 6poHX0- M JapHHrocrnasma, oteka KBHHKe,
KOXHBIX BbichiNaHHH. [TepekpecTHble peakuuH B npejesiax
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Ta6auuya 3

Cxema AT, npumeHsieMasi PH XPOHUYECKOH CHHErHoMHOoN HH(pekunu B uentpax MB Manun [32]

OcHOBHOI pexxuM: 2-HefiesibHbli Kype BHyTpuBenHOH AT Kaxsle 3 Mecsiua Beem ietam ¢ MB npu HalM4HK Y HHX XPOHHYECKOH KOJOHH-

3alHH CHHErHOMHOMN MaJIoYKH.

ﬂpumelmcmue AHTHOHOTHKH:

To6pamuumt 10—20 (30) mr/kr/24 uac 8/ (0 nocTixkenus B
CHLIBOPOTKE KPOBHM KOHUeHTpauuu 1—2 mxr/mi)

W —"—
WM —"'—
WK —"—
Wi —"—
u/ v —"—

+ IMunepauuanun 300 mr/kr/24 yac B/B

+ Ledaymoaum 150—200 mr/xr/24 yac /B
+ Lle¢prasuaum 150—200 mr/kr/24 uvac 8/
+ Aatpeonam 150—200 mr/kr/24 uac B/
+ Tuenamuunu 50—75 mr/kr/24 uac 8/8

+ Llunpodnoxcauun / Odaokcaunn 20—40 mr/kr/24 yaca BuyTps
BO BPeMsl WJH MeXIy KypcaMu B/ B Tepanmuu

Konuetun 2—4 man EJ1/24 uac B HHraisiuusx NOCTOSIHHO BCEM JIETSIM ¢ XPOHHUYECKOH KOJIOHH3aLHeH CHHErHOMHOM TTalouKH.

IMp KIMHUYECKOH HEeCTAGHIILHOCTH: YBeJNHUEHHE TPOJOJIKHTENBLHOCTH KYpPCoB 8/8 AT 110 3 Hen. ¥/ WK COKpallleHHe HHTEPBAJIOB MeXy
KypcaMmHu, ¥/ HiH npuem uunpodiokcauuna / ofuiokcalita BHyTpb Mexy Kypcamu B/ B AT.

OIHOI TPYNMbl MperapatoB He obsisarenbHbl. Tak, u3 75
GoabHbIX M B, 1aBaBIIKX ajiepruyeckie peakLyH IpH npHMe-
HeHHH [B-IaKTaMHbIX aHTHOHOTHKOB, 44 pearHpoBa/iM Ha OJIHH,
20 Ha ga 1 11 Ha Tpu 1 Gonee anTHGHOTHKOB. Hanbosee yacto
OMHCaHa THIIepceHCHOMM3aLwsi K Twnepaudminy [32]. An-
THOHOTHKH IPYIITbl XHHOJIOHOB B HaYaJIbHBIH MepHOJ H3yYeHHs
MpernapaToB STOH IPYTIL He PEKOMEH/IOBA/IH K IPUMEHEHHIO Y
JieTell Ha OCHOBAHMH MOJIYYEHHBIX B SKCIIEPHMEHTe JIaHHBIX O
BO3MOXKHOM TOBPEXJIAIOLLEM JIEFICTBHH HX HA KOCTHYIO TKaHb.
B Hacrosiiiee BpeMsi MMeeTcsl OMBIT MHOTHX KIHHHK MB o
TpHMEHEHHIO XHHOJIOHOB Yy jieTeii. YacTora pasBUTHS apTpajrHi
TPH HX IPUMEHEHHH Y JIeTel He MNpeBbillia/ia YacTOTy Pa3BUTHSA
3TOr0 OCJIOXKHEHHS Y B3pocubiX: B GoubLIMHCTBE - CJTytiaeB
apTpalTHK TPOXOAsT GeccJielHO Mocie OTMEHbI MperiapaToB
(uunpodpmoxcaimH, odIoKcalnH), OAHAKO BO3SMOXKHOCTD
TMOBTOPHOIO NPHMEHEHHSI XHHOJIOHOB Y HEKOTOPBIX GOJIBHBIX
MB orpanuyena. YacTeiM OCJIOXKHEHHeM TNPH TpHMeHEHHH
XHHOJIOHOB IBJISIeTCs] (POTOCEHCHOMIM3ALHSA, YTO B HEKOTOPhIX
Cllyyasix TakXKe OrpaHHYHBAaeT BO3MOMKHOCTb MX MpHema. B To
)Ke BpeMsl MHOrHe OoyibHBIE H36€eraloT 3TOro OCJIOXKHEHHS],
NPHMeHsIs 3alIMIIAIOLIMe OT COMHUA JockoHsl [32].

Ha ocHOBaHHM MHOTrOJIETHEro OMNbiTa TPOBEeJeHHS
aKTHBHOH NMPOTHBOCHHETHOHHOH Tepanuu B lieHTpax MB
JlaHuH, Mo3BOJIMBILIEH 3HAYHTEJIBHO CHH3HTh CMEPTHOCTh
y GOJIbHBIX XPOHHYECKOH CHHErHoHHOH HH(peKuHeH H
YBEJIHYHTD TPOJO/KHTENbHOCTh H3 XKH3HH, BBISBHJIHCDH
dakTopbl, 3aTpyAHSIOLIHE B psfie cjayyaeB NpOBeJeHHE
AT B nonHom o6beme. K HUM OTHOCAT:

1. Pa3sBuTHe GakTepHaJlbHOH Pe3HCTEHTHOCTH, Mpexje
Bcero K B-JlakTaMHbIM aHTHOHOTHKAM M XHHOJIOHAM,

2. Bbi3BaHHOe TOOPaMHIIMHOM MOBpEXJIeHHe MOoYeK,

3. IlporpeccrBHOE yXyAuUIeHHe CllyXa — [epBOHAYaIbHO
Ha BOCTIPHSITHE BBICOKMX TOHOB, 3aTeM PasrOBOPHOH peyH,

4. Annepruyeckue peaklMH Ha aHTHOHOTHKH H Npexje
Bcero B-makramHble,

5. BoseanenHocTh M AMCKOM(OPT, CBf3aHHBIE €
npopesneHuem AT,

6. IlcuxocounanbHble acreKTHl,

7. Boicokasi ctoumoctb AT.
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TFTEHETHKA MYKOBHUCIHAIO3A

Mepuko-reHeTHyeckHit HayuHbli LeHTp Poccuiickoit AMH, Mocksa

Myxosucuunos (MB), ity KucTO3HBI HHOPO3 MTOAKe-
JYJOYHOM KeJsie3bl, SBJASETCSH OJHMM M3 CaMbIX YacThIX
HacJle/ICTBeHHBIX 3aboJieBaHHi. XOTS JlaHHBIE O YacToTe
MB B 60JILIUHHCTBE CJyyaeB TMOJIyueHbl Ha OCHOBe
perucTpauHi GOBHBIX € ONpe/ie/leHHbIMH KIMHHYeCKMMH
nposiBJIeHHAMH 3a60/ieBaHHsl M J1abOpaTOPHBIMH TOKa-
3aTeJqsIMH M TaKUM 06pa3oM MOTYT 3aHHXKaTb HCTHHHYIO
yactory MB, misi 6o/bLIMHCTBA €BPOMEHCKHX. CTPAaH H
crpad CeBepHoit Awmepuku mnpuHsiTa 4actotra MB: 1
GosmbHoM Ha 2000—2500 HOBOpPOXKIEHHBIX, KOTOpas
oKasajlach CXOHOH KakK MpH perucrpauuu 6oabHbix MB,
TaK W MPH CKPHHHHIE HOBOPOXJEHHBIX Pas3HYHbIMH
tectamu Ha MB [4]. Ilns eBporneiickoi yacTH GbIBLIEro
CCCP mnoJiyueHa NpHUMepHO TaKasl »e OlleHKa pacrpoc-
TpaHeHHocTH MB, mpaBna, Ha ocHOBe KOCBEHHOrO
pacyeTHoro metofa [2]. Bmecte ¢ Tem, H3BecTHBbI momy-
JSILHH, Tae yactota MB cyuiecTBeHHO HiKe (H3BecTHBI
TaKkXe JIOKaJlbHble TOMYJISIHH, Tfie OHA CyLIeCTBEHHO
eire). MB pexxe Betpevaerest B [lBeuns 1 OUHASHANH.
B- fImoHuu M, BO3MOXHO, a(pUKAHCKHX CTpaHaX ero
yacrora, no-suaumomy, He npesbiiaet 1:100 000. Oxgnaxo
ata npoGiiemMa TpebyeT JOTONHHUTEJBHBIX HCC/IEJOBAHHH C
NpHMeHeHHeM GoJlee Ha/IeXKHbIX MeTojIoB BhisiBienust MB [13].

MB sBisieTcsi ayTOCOMHO-pelLlecCHBHBIM 3a6osieBaHHeM,
T.€. OH MPOSIBJISIETCST TOJKO Y JIHLL, MOTYUHBIIHX MyTAHTHBIH
reH OT KaX1oro u3 poaureseii. BosbHOH, clieoBaTesbHO,
JOJDKeH O6bITh JIHGO TOMO3HTOTHBIM IO OINpefeJeHHOH
MyTaLHH, JH60 KOMMAayHIOM, Korja MyTallHH, MoJyyeH-
Hble OT 06OMX POAHTENeH, PasiIHyaloTCs.

U3 crosib BeicoKoH yacToThl MB B nomnysisiuusix ciefyer,
YTO YacTOTa FeTepO3UroT, T.e. HOCHTeJeH MyTaHTHOro
reHa, JIO/KHA COCTABMSATh 0KoJIo 4%, a yacToTa MyTaHTHOTO
reda (B mpeanosioXKeHHH 06 OTCYTCTBHH aJlIeJbHOrO
pasHoo6pasusi) — okoso 2%. CinegoBarenbHo, Habiio-
Jaetcsi MoJMMOPHHU3M [JIsl 9TOH reHeTHUeCKOH CHCTeMBbl.
Xopolio H3BeCTHO, YTO YaCTOTa PEAKOro ajuiedis B JI060H
reHeTHYecKoii cucteme Bbiue 1% He MoXeT GbITb 06b-
SICHEHAa BBICOKOM YacTOTOH MOBTOPHBIX MyTalMH B COOT-
BETCTBYIOLIEM reHe W TPeOYIOTCSl MHble MOIyJISILHOHHO-
reHeTH4YecKHe oGbsicHeHHSI. Takux OOBSCHEHHH MOXET
OBITh HECKOJILKO, /IBA U3 KOTOPBIX MOXXHO CYHTATh OCHOB-
HBIMH: BBICOKasi YacTOTa MYTAHTHOTO aJiesisi 06 bsCHseTCS
CeJIEKTHBHBIMH MTPEUMYLIECTBAMH IreTePO3HIOT 1IPH Orpe-

JIE/IEHHbIX YCJIOBHSIX HJIM OHa OOBSICHSETCS AeHCTBHEM
CJIy4aiHBIX FeHeTHYECKHX MPOLIeCCOB, NpexK/ie Beero aperda
reHoB. CiiefiyeT TakKe yNOMSIHYTb TaKHe OGBSCHEHHS,
KaK CyLIeCTBOBaHHE HECKOJBKHX JIOKYCOB, MyTalHH B
ceMbsix ¢ 6osbHBIM MB. Bblu npeanpuHsaTE MHOrOUHC-
JIEHHble TOMBITKH OOHApPYXHUTh CeJIeKTHBHbIE IpPEeHMy-
mecTBa y reteposauror no reiy MB (o6auraTHeIMH
reTepo3UroTaMH SIBJSIOTCS POAMTEJH GOJBHBIX) MIH J0Ka-
3aThb HaJlM4YHe PernpoAyKTHBHOH KOMIIEHCALWH, ONHAKO
OHH He Jajiu orpejiesieHHbIX pe3yJabraToB. C Apyrou
CTOPOHBI, B MOJIEJIbHBIX SKCIIepHMeHTaX OblJIO MMOKa3aHo,
YTO faXkKe CTOJIb BBICOKAasl 4acTOTa MYTAHTHOrO reHa B
OTrpPOMHOH 110 YHCJIEHHOCTH MOMYJIALHH MOXKeT GbITh 06b-
scHeHa sddekramu apeiida rexos [10,14]. Takum 06-
pasoM, BbI6Op MeX/y pas3/IMYHbIMM MeXaHH3MaMH IOBbI-
lIeHHs1 yacToThl reHa MB B HacTosillee Bpemsi chesaThb
HEBO3MOXKHO, XOTsI XO4YeTCsl HaIeAThCsl, UTO TO MPOH3OLLLIO
Hecjly4aHHo M 4To reH MB sammmaer Hocuteas OT
JIEMCTBHSI KAKOrO-TO BPeJHOrO BHeLIHecpeoBoro (hakTopa,
B YaCTHOCTH MH(EKLHUH.

[Toucku nponykra reHa MB Besuch gaBHo. OcHOBHbIE
KJIHHHYecKHe rnposiBjieHHsi MB cBsisaHbl, KaK H3BECTHO,
¢ HapylueHHeM (GYHKUHH SK30KPHHHBIX Keses. DTO H
MeKOHea/lbHBIH Hjleyc, 3aKylopKa IMPOTOKOB MOMKeNy-
JIOYHOM JKeJjie3bl, U BSA3KHH CEeKpeT 9K30KPHHHBIX KeJle3
GpOHXHAJBHOTO JlepeBa, 0CO6EHHOCTH CeKpeTa MOTOBBIX
XKeJies, cofiepaKallero H3ObITOK HOHOB HATpHsl M XJopa
(4o 6BLIO HCMONBL30BaHO ST pa3paboTKH HauboJee
TOYHOrO [0 CHX MOp MeTofa AuarHocTHkd MB — Tak
Ha3bIBAEMOr0 [OTOBOTO TecTa), M HapylleHHs! (yHKUHH
JAPYTHX 9K30KPHHHBIX 2KeJie3. OiHaKo Npu o6LieM NOHHMaHHH,
yTo B natoreHese MB HapylueHHS 3JeKTPOJHTHOrO o6Me-
Ha JIOJDKHBl HTpaTh BecbMa BaXKHYIO PoJib M 4TO, CKopee
BCEro, OHH MOTYT 6bITh 06YCJIOB/IEHb aBTOHOMHBIM Hapy-
LIIEHHEM BHYTPHKJIETOUHBIX MPOLECCOB, MOHCKH MPOLYKTOB
reia MB B 0OCHOBHOM LJIH B GHOJIOTHYECKHX XKHAKOCTSX
H B MepByi0 o4epe/lb B CHIBOPOTKE KPOBH GOJLHBIX, T.€.
MOYTH CO3HATeJIbHO OBIM HanpaBJieHbl Ha BbISiBJIEHHE
BTOPHYHBIX TPOAYKTOB reHa. Tem He MeHee, yJaajioch
06HapyXHTb B KOHLE KOHLOB TaK Ha3blBaeMblil KHCTO-
(ubposHutii pakTop (MHOrHE HccjleloBaTeNH MoJaraly,
YTO OH ABJSIETCS OAHHM H3 KJIaCCOB HMMYHOT/IOBYJIHHOB),
KOTOpBIH HcroJib3oBajcsl B auarHoctuke MB u naxe

.
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BLISIBJIGHHH Te€TepPO3UrOTHOro HocHTeJbcTBa reHa MB.
Takum o6Gpasom, cjepyer NpH3HATb, YTO YCHJHS [0
BBISIBJIEHHIO MPOAYKTOB reHa MB B 6HOJIOrHYeCKHX XKHL-
KOCTSIX, KOTOpbIe TIPHHECJIH XKeJlaeMblil pe3yJ/ibTaT B OTHO-
LIEHHH psifia HacJIeICTBeHHBIX GoJie3Hell oOMeHa BelIeCTs,
okasasuch s MB HeadpextuBHbIMH. CTaso SICHO, 4TO
st u3ydyeHusi mpoaykra reHa MB Ttpebyerca ucnosib-
30BaHHE HETPaJHLHOHHBIX MOAXOMO0B.

K sTomy BpeMeHH 3Ha4YHTeJIbHbIE ycreXH ObUIH C/leslaHbl
MOJIEKYJIIPHOH FeHETHKOH B H3YYeHHMH STHOJIOTHH JPYroro
pacrpocTpaHeHHOro HacJe[CTBeHHOro 3abojeBaHHA —
X-cuenyieHHo# perieccHBHOH MuoaucTpodun JliomeHHa,
npH4YeM OHM GblIH ZOCTHTHYTBI HeoObIYHEIM myTeM. CyThb
HOBOTI'O IMOJAXO0/a 3aKJioyasach B YCTAHOBJIEHHH TPeHMy-
LIeCTBEHHO METOIOM FeHETHYECKOr0 KapTHPOBAHHS TOYHOH
JIOKaJIH3allHH MYTAHTHOIO reHa Ha IpejesibHO KOPOTKOM
y4yacTKe X-XpOMOCOMBI C ITOCJIely IOLIHM TOHCKOM Ha 3TOM
yuacTKe ¢ MOMOLIBIO MePeKPLIBAIOIIMXCS KIOHOB FeHOMHOH
JIHK cawmoro rena. s muoguctpoduu JioieHHa peleHHe
3TOH 3a/lauyl 0Ka3aJioCh OTHOCHTEJILHO MPOCTHIM, TaK Kak
6blJIH M3BECTHBI CJy4aun 3ab0/ieBaHHsl Y MeHIIHH, 06yCJIoB-
JIeHHble TPaHCJOKaUHMsIMH ydyacTKa X-XpOMOCOMbI Ha
aytocombl. Touku paspeiBa X-XpoMOCOMBI B TpaHCJIOKa-
LHSIX - CJAYXKHJIH OfHO3HAYHBIM MapKepoM JIOKaJlH3alHH
MyTaHTHoOro reHa. Eue 6osiee NoAXoAsILMMH /151 aHAJIH3a
6plH caydan muogucTpoduu JlloneHHa y MaJbYHKOB C
BHAHMOH HeGosblol Aeneunern X-xpomocombl. Kpome
TOro, 3HaYHTeJbHAsl YaCcTb MYTALHI B reHe MHOAHCTPO(HH
JliolleHHa OKasajiach CBSI3aHHOHM C KPYMHBIMH JieJIeLIHsIMH,
4To elle 6oJiblie 06JIeryniIo NMOoMcK reHa. Takum o6pasom
HCCJIe/IoBaTesIM YAaloCh CHavyala BBIIENHTb H NPOKJIO-
HHpOBaTb reH MuoaucTpoduu JloleHHa, yCTaHOBUTD €ro
CTPYKTYPY M XapaKTep MyTallHi, a 3aTeM yXKe Ha 3TOH
OCHOBE ONpejiesIuTh THIT H CTPYKTYPY Gesika, Ha3BaHHOrO
JMCTPODHHOM, KOIHPYEMOro COoTBeTCTBYIoMMM rexom [9].
Taxoit croco6 H3yuyeHHs! MeXaHH3Ma AEHCTBHS MYTaH-
THOTrO reHa Gbll HasBaH 06PaTHOMH reHeTHKOH, MOCKOJbKY
BMECTO TPaJAMLIHOHHOTO MyTH OT NPH3HAKA K TeHY HCIOJb-
3yeTcsl MyTh OT reHa K MPH3HAKY.

HMcropus BhiiesieHHsl H KJIOHHPOBaHHS reHa MB nosHa
apamatuama. Hap stoit npo6iemoit 6uics paj Heeeao-
BaTeJIbcKHX rpynmn B EBporie u AMepHKe, MeXX/1y KOTOPbIMH
3aBsizajlacb ocTpasi KOHKypeHLHsi. DBojee ypausHBbIMH
OKa3aJiMCh rpymnmsl HeenegoBaTedeit u3 [lequatpuyeckoro
Tocnuranst TopoHTo, KoTopeiMH pyKoBoauiHu Jlan-Uu Tey#
u JIxon Puopaan, paGoraBliHe COBMECTHO C TpyINIoH
Ppencuca Konnnnza us Meauuunckoro nHetutyTa l'oBapaa
Muuuranckoro yHuBepcutera. Hauyano 3Toit HCTOpHH
moxKeT 6biTh oTHeceHo K 1985 r., koraa rpynne Jlan-Uu
Teyst ynasnochb JokanusoBaTh reH MB Ha 7-it xpomocome
OJIHOBPEMEHHO C MABYMSI APYFHMH TpYNNaMH Hccle/o-
Bateneir [6,8,15].

B otanume ot muoauctpopun Hiowenna npu MB 6bl10
TPYAHO OXHAAThb, YTO MYTalHH MOTYT GBITh 06YCJ/IOBJIEHbI
KPYMHBIMH JIeJIeLUsIMH, TTO3TOMY MPeJACTOsIO MpojieaTh
OrpoMHYI0 paboTy, MbITasich JOKaau3oBaTb reH MB mexay
JABYMS ()IaHKHPYIOIIMMH €ro MapkepaMH — OHKOTeHOM
met u nosumopdHo# nocaenosarenpHoctoio JHK J3.11,
Haubosiee TecHO cuemJeHHbIMH ¢ MB. Mexay asyms
3THMH MapKepaMHu pacctosiive coctasisyo 1600 T.n.H.,

TO €CThb OBLIO CJHIIKOM OOJIBLIHM, YTOOBI €ro MOXHO
ObLIO TPOWTH, HCMOJb3Ys TEXHHKY MPOTyJKH IO Xpo-
mocome (ofuH M3 MeTOJOB (PM3HYECKOTO KapTHPOBAHHS
refoma), 3a pasymMHoe BpeMsi. MeToj NPOryJKH Mo
XpoMOCOMe 3aKJiouaeTcsl B HAEHTH(OHKALHH B TeHOMHOM
6ubauoreke nepekpoiBaiomuxcs KjaoHos JJTHK, koropsie
OTHOCSITCS K Heesieryemon o6iacTH. K cyacTeio, B rpynme
Kosnnunsa 6bl1 paspaboran Gosee appeKTHBHBIH METOJ
IMOMCKa HY>KHOTO reHa — TaK Ha3blBaeMbli METOJ, IPLIXKKOB
0 XpOMOcOMe, KOTOPBIH IO3BOJISIET IepecKakHBaTh yepes
pocratoyHo npoTsnkeHHble oTpeaku IIHK. Kpome:Toro,
3TOT METOJ MO3BOJISJI IPEOOJIETD eLlle O{HO NPensaTCTBHE
JJIS METOJIa TPOTYJIKH 110 XPOMOCOMe — CYIIeCTBOBaHHe
HeKJIOHHpYeMBbIX nochenoBatenbHocTeit JIHK.

Hcnosbdysi ob6a mertopa, rpynnsl Jlan-Uu Teys u
KosiinH3a Havyaiu cHCTeMaTHYECKHH MOMCK reHa B yKa-
3aHHOM BBbIlle paioHe 7-H XPOMOCOMBI, JABHrasich OT
OJIHOTO M3 MapKepoB B oGoux HampaBiaenusx. Korpga ua
OZIHOM H3 HarmpaBJjieHHH Obul mpompaeH red IRP, crano
SICHO, KaKkoe W3 HalpaBJIeHHH SIBJISIeTCSl NPaBHJIbHBIM.
Jns yeraHoBsenust oTHoweHust cermentoB JAHK, naonu-
POBaHHBIX BO BpeMsl IIPOTYJIKH H NPBIKKOB M0 XpOMOCOMe
K reHy MB, B HHUX CreLHa/JbHO HAEHTH()HLHPOBAIHCH
JIOKYCHI, TIPOSIBJISIIOLIHE MOJUMOP(H3M JIHHBl PECTPHK-
uvonHbIX parmentos ([TPP), kotopsie 6bUIM HCMOMb-
30BaHBl AJI aHaJW3a CLEIMJIEHHSI B CeMbsiX, IJle paHee
ObITH HAEHTH(ULHPOBAHbl KPOCCHHIOBEPHI MEXY FeHOM
MB u ¢ananxkupyoummmu JJHK-mapkepamu. Beero B xoze
pa6otsl 6blio BeisiBiieHo 18 ITIIP® na orpeske JHK
amuHo 500 T.M.H., HEKOTOpPble H3 KOTOPBIX OKa3allHCh
pellaoUMMH Ui CYXeHHst obJlacTH noucka reHa MB,
T.K. B HCCJIEIOBaHHBIX CeMbsiX ObIJIO IIOKa3aHO, YTO Kpoc-
CHHIOBep MpPOM30LIeN MeXAY HHMH H (JIaHKHPYIOLHMH
JHK-mapxepamu.

Met IRP 5311
—0 4O o—

reH MB

Ha cxeme rnokasaHo, 4To NnpHLe/bHbIH MoKck reHa MB,
pacriosioxeHHoro Mexxny reHamu Met u J3.11, Havancs
C y4acTKa, OTMEYEHHOro 3Be3JIOYKOH, B HampaBJIeHHH
reda J3.11.

Jlnst noucka reHa MB 6Bl HCIIOJIB30BaH TaKXXe CEKBEHC
yuactkos JIHK. ITpu stom npeamonaranocs, yro res MB
JIOJDKEH COJIEpXKaTh KOHCEPBATHBHYIO N0CJ/Ie[I0BaTeNbHOCTD
JHK, xapakrepHyio H A APYTHX OPraHH3MOB, TaK Kak
reH BBIMOJHSIET BaXKHYIO (DH3HOJIOrHMYecKYIO (DYHKIHIO.
Kpome Toro, ara rmocjiefioBaTe/bHOCTb MOMKHA Oblia
copepxkath CpG ocTPOBKH, KOTOpble 06BIYHO MapKHPYIOT
5’ xoHel reHoB. B 3To# mocjiefoBaTeNbHOCTH JAOJ/KHA
Gbla TaKXKe COAepXKaThCsl OTKPBITask paMKa CYHTHIBAHHS.
Bcero Ha nyTH k reHy MB 6b10 HaliieHO TPH KOHCep-
BaTHBHBIE I10CJe[0BATeJIbHOCTH, [Be H3 KOTOPBIX ObLIH
BCKODe OTBEPrHyThl KakK BO3MOXHble reHpl MB. ¥YBepeH-
HOCTb, YTO TPEThsl KOHCEPBAaTHBHAS 110CJIe/I0BaTEIbHOCTD
MoKeT ObiTh reHom MB nosiBusiach Toraa, Korpa Oblia
o6HapyxeHa ee rubpuausaums c¢ Gubimorexoit kHK,
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TIOJTy4eHHOH H3 KJIETOK TMOTOBbIX XKeJies, H, CJIe/IoBaTeJIbHO,
COOTBETCTBYIOLIEH aKTHBHO PaGOoTAlOLUM B HHUX TeHaM.
OTa KOHCepBaTHBHAS MOCJeI0BATENbHOCTb OblJia HCITOJb-
30BaHa JUIsl KJIIOHHpPOBaHMsi Bcero reHa MB, xoropsliil
OKasaJicsl JIOCTaTOYHO OGOJIbIIKM, 3aHHMasi okoso 250
T.ILH. AHaJIU3 HYKJIEOTHHOH TOC/IeIOBATEILHOCTH TreHa
MB riokasai, 4To OH BKJOUaeT 27 5K30HOB, KOAHPYIOLIHX
6esioK, coctosiimil U3 1480 aMHHOKHCIIOTHBIX OCTATKOB.
BeJiok Gblyl Ha3BaH MyKOBHCLIM/IO3HBIM TPaHCMeMOpaHHBIM
peryasropom nposogumoctd (CFTR). XapakrepucThku
npejickasaHHOH CTPYKTYpBI GeJika MO3BOJIMIIH ero OTHECTH
K CeMeHCTBY TpaHcMeMOpaHHBIX GesIKOB, XapaKTepHay-
IOIHXCS CXOAHOM CTPYKTYypoi. OH COCTOMT H3 ABYX
TOJIOBHH, Ka)/las M3 KOTOPBIX BKJIOYaeT rHapopobHyIo
06J1aCTh, MPE/ATOJIOKHTENbHO HeOOXOAHMYIO AJIsi IPOHHK-
HOBEHHS Yyepe3 MeMOpaHy, H MoCJ/e0BaTeNbHOCTD, HE06-
XOUMYIO JUISl CBSI3BIBAHHSI HYKJIeOTHATpHpochaTos
(HykneoTHacBs3bIBalowas cknagka — NBF), pasgenenHsix
R-fomeHoM, KoTOpbi# CBsisbiBaeT hepmeHT PochokuHasy.

[Tocaiepyiouie MHOrOUHCIEHHBIE HCC/IE0BaHHS (YHK- -

uuit CFTR nokasasu, 4To OH sIBJISIETCS XJIOPHBIM KaHAJIOM.
AxTHBHpYSiCh B pesynbTate (hocOPHIHPOBAHHS TIPOTEHH-
kuHa3oi A u npucoepunenuss AT®, CFTR o6ecrneunBaer
MOTOK HOHOB XJIopa yepe3 KJETOYHYIO MeMmOpaHy.
Hexortopeie pesyabTaThl HCCJeJOBaHHH MO3BOJHIH
NMpeArnooXKuTh, 4to y CFTR umeioTest u apyrue GyHKIuH,
B YaCTHOCTH, TPAHCMOPT BHYTPHUKIETOYHBIX IMY3bIPbKOB
H, BO3MOXHO, Jaxe TpaHcropT AT®.

Benokx CFTR o6HapyxeH B TeX TKaHfX, B KOTOPBIX
MpoTeKaeT naroJioruyeckui npouece npu MB. Hapsny c
STHM, OH BBISIBJIEH TaKXe B JIOCTaTOYHO GOJIBIIHX KOJH-
4ecTBaX B MOYKAX, MaTKe H HEKOTOPBIX APYTHX OpraHax.
Uro KacaeTcsi ero BHYTPHUKJIETOYHOH JIOKAaJNM3aLMH, TO
CFTR naxanJnBaeTcsi Ha MOBEPXHOCTH alTHKaJIbHOH MeM-
6paHbl SMHTENHANBHBIX KJIETOK JBIXAaTeJbHOH CHCTEMBI,
XKeJIYJOYHO-KHLIEYHOTO TPAKTa, PeNpPOAYKTHBHOH CHCTEMBI
H TIOTOBBIX KeJe3 [5].

HononuuTe/ibHOE [0KAa3aTeNbCTBO TOTO, YTO BHIAEJEH
M KJIOHMpOoBaH reH MB O6blo mosiyyeHo, Korja B reHe
6osbHEIX MB Gbl1a BEIsIBJIeHa flestens 3 m.H. B 10 sK30He,
KOTOpasi JOJDKHA Oblia MPHBOAMTL K YTpaTe OCTaTKa
(enunannnuna B 508 MoJIOXKEHHH COOTBETCTBYIOLIETO
Genka. [leneuuss oGHapyxuBanach npumepHo B 70%
Xpomocom oT GoabHbix MB. Besi usioxenHas Bbilie
T0C/Ie/loBaTeJIbHOCTL COOBITHH, CBSI3aHHBIX C BbIIEJEHHEM
reda MB, npuBesieHa B TpeX CTaTbsIX, ONMYGIHKOBaHHBIX
B CrlelHaJbHOM HoMepe XXypHana “Science” 8 cenrsibps
1989 r. [7,11,12].

3a npoureamre Tpu roga Gwiio ommcaHo Gosee 200
pasmuuHbIX MyTauud B reHe MB. [IpumepHo mnosioBHHa
H3 3THUX MYTalHH SBJAETCS TaK HAa3bIBAEMBIMH MHCCEHC-
MyTalUHsMH, 06yCJIOBJHBAIOLIMMH 3aMeHbl OTAEJbHBIX
AMHHOKHCJIOT H BBISIBJISIOIMMH HanboJiee BaXKEsle JIOMeHbI
CFTR-Genika. HaiineHsl Takxke M TpM JpyrHX Kiaacca
MyTaUMH: HOHCEHC MYTAlUMH, MPHUBOASILLHE K 06paso-
BaHHIO CTOMN-KOJOHA, MyTALlHH CABHIa PAMKH CUHTBIBAaHHS
BCJIEICTBHE MHCEPLHH HJIH JleJIellHH He6GOoJbLIOoro Yuea
HYKJIEOTHAIOB H MYTallMH crulaicHHra. Pacnpepenenne
MYTaUHH MO TeHy CKOpee BCEro HOCHT Hec/yyaiHBIH
XapaKrep, 110 KpalHeH Mepe OTHOCHTEJIbHO YacTble MY TallHH

B reHe MB npeumymiecTBerHo MokanusyoTes B 06/acTy,
KOIMPYIOLIEH HYK/IeOTHICBASBIBAIOLLYIO cKaaaky. [Tpesrio-
JlaraeTcs, 4To 1o XapakTepy HapylleHHs! (PYHKLIHOHAILHBIX
xapakrephcTik CFTR-6esika MyTauun MoXHO paseuTs
Ha TPH KJlacca: ¢ HapyllleHHeM co3peBaHHs Gesika U ero
TNpaBHJILHOrO BCTpauBaHHs B MeM6pany (Myrauus AF508,
MO-BHIMMOMY, OTHOCHTCS K 3TOMY KJaccy), ¢ TOJHBIM
HapylleHHeM paGoThl XJIOPHOTO KaHaja H ¢ YaCTHYHO
M3MEHEHHOH paboToH XJIOPHOro KaHaJa.

B pesyabrare anannsa Gosee yem 30 000 myTaHTHbIX
XpOMOCOM, NPE/ICTABJSIOLIMX Pa3Hble PETHOHbI MHpa, yCTa-
HOBJIEHO, 4YTO HauboJlee yacTol siBsieTcst Mytauusi AF508,
BeTpeTHBLIasics B 67 % xpomocom. Eue Gonee 10 myTaumii
BCTpeyaeTcst ¢ yacToTok ot 1 1o npumepHo 3%. Cpeau
HHX HauboJiee YacTHIMH SIBAsIIOTCS MyTauuu G542X u
G551D — o6e B 11 sk3one.. Bee ocTambHble MYyTaLMH
OKa3aJIMCh YPe3BBIYAHHO PeNKHMH.

HceneioBanyie MyTaHTHBIX XpOMOCOM OT 6oJibHEIX MB
u3 nonyasuuii 6eBuero CCCP (npeumyinectBenno us
Poccuu) nokasano, uto xots myTtauus AF508 ssasietcs
JOMHHHDYIOLLEH, ee OTHOCHTeJIbHAsl YaCTOTa CYIIeCTBEHHO
HHXe, YeM B MHPOBOH MOMYJISIMH, COCTAaBJSSA OKOJIO
50%. WneHtnduumpoBans Takxke HEeKOTOpble JIpyrue
MYyTalHH, BCe, OJIHAKO, C OYeHb HM3KOM yacToToil [3].

K coxanenuio, 1o cux nop HeT JaHHEIX 06 a6COMIOTHBIX
4acToTaX OTAEJIbHBIX MyTalUMH B Pa3HBIX MOMYJIALHUAX.
Yo e KacaeTcst OTHOCHTEJIbHBIX YaCTOT, TO YCTAHOBJIEHO,
4TO OHH CYLUECTBEHHO BapbHPYIOT MEXK/Y MOMYJISLHIMH.
Tak, Hanpumep, oTHocHTe/IbHasi YacToTa MyTauuu AF508
cocrasasieT B nonynsuuy Jaunu nourr 90%, a B nonysisuun
eBpeeB-allikeHasu Mepycanuma — tonbko 22%. B aroii,
TOCJIe/IHEH, TIOMyJIAIMK CAMOH YacTOH OKasalach MyTalHs
W1282X — 60% [13].

Bricokasi yactora MB Bo MHOrMX momyasiiHsix H
BO3MOXXHOCTb IHarHOCTHKH reTepO3HroTHOIO HOCHTE/ILCTBA
reda MB MoJieKy/IsipHO-TeHETHYECKMMH MeTOJIaMH CO3/1aH
NPHHUHITHANBHYIO BO3MOXKHOCTb MPOBEJIeHHsI CKPUHHHTA
C BBISIBJIEHHEM CYNPYTOB—TeTEPO3HIOT U MocJ/eAyioLlel
TNpeHaTa/lbHOH JHArHOCTHKOH /IS TaKHX CYNpPYXKeCKHX
nap. OfHaKo NpH TaKOM IIHPOKOM PasHOO6pasHy MyTalluii
B rede MB TpynHo npeprosarath BbICOKYO 3¢hdeKTHB-
HOCTb CKPHHHHra Ha HOCHTeJbCTBO reHa MB mnpu
BbISIBJIEHHH OTHOCHTEJIbHO Y3KOro CreKTpa MYTauuil B
GOJBIIMHCTBE TOMYJISILHH.

lenetnyeckas rereporeHHocTs MB cosmaer Takxke
cepbesHble NpobJieMbl [/ NpeHaTaJbHOM AHATHOCTHKH
sToro sabosieBanus. [IpHHIMNHANBHAST BO3MOXKHOCTD ITpeHa-
tanbHoi JIHK-gnarHoctuku MB mnosiBusnach nocie
reHeTHYeCKOro KapTHpoBaHHsi reHa MB u BoisiBieHHs
TECHO CLeMVIeHHBIX ¢ HUM nosumopduex JJHK-mapkepos.
EcTecTBeHHO, YTO A/Ist TaKO#H NpeHaTa/NbHOH AHArHOCTHKH
TOAXOHJIH TOJIBKO T€ CEMbH, B KOTOPbIX POAHTENH GbLIH
reTeposHroTHI 1o Hernosb3yeMbiM JIHK-mapkepam, nostomy
K MapKepHbIM CHCTeMaM MpeabsiBIsJIOCh TpeGoBaHHe
BbICOKOH IeTepo3HUroTHOCTH, KpOME TECHOCTH CLEIJIeHHS
¢ renom MB.

MounexynsipHo-reHeTHYeCKHIT aHaNu3 reHa MB cosnan
BO3MOXXHOCTb MPSIMOTO BBISIBJIEHHSI MyTaluii. B HacTosiee
BpeMsl H3BECTHA CTPYKTYPa OJIHTOHYKJICOTHAHBIX NpaiiMepoB
H aJleJib-crelpuyecKye nocjie10BaTebHOCTH, KOTOpble
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TO3BOJIIIOT OJHO3HAYHO MAEHTH(HIHMPOBATH C MMOMOILBIO
MoJIMMEepa3Hoi LEeMHOH peakUMH MHOIHE MYTallHH B reHe
MB. TToHATHO, OJIHAKO, YTO HCIOJIb30BaHHE MHOXECTBa
TECTOB Ha pasHble MYTAlMH TPH NPeHaTalbHOH JHarHoc-
THKe TeXHHYEeCKH TPYAHO BBINOJHHMO H OYeHb J0pOro-
crosiie. B HacTosiee BpeMs MpeHaTalbHask JMarHoCcTHKa
romosurot no mytauuu AF508 ocyuiecTBasieTest MpSiMbIM
omnpejieJleHHeM MyTalllH METOJIOM NOJHMepasHOH LeNHOH
peakuun B JIHK, BbIeseHHOH H3 BOPCHHOK XOPHOHA,
HauuHasi ¢ 8 HefeJib GepeMeHHOCTH. B ToMm cityuae, ecsu
MJIOA OKa3biBaeTcsl KommnayHjaom mo myrauuu AF508 u
HEeH3BECTHOH MYTalMH, WJIH Korja obe MyTalHH B reHe
MB Heu3BecTHBI, [IpeHaTa/lbHAast JHArHOCTHKA OCYLIeCTBIs-
ertcsi HermpsiMmbiM MeTofioM. CyTb 3TOro MeToja 3aKiio-
yaeTcsi B YCTAHOBJIEHHH F€HOTHIIa XPOMOCOM POJIHTeJIeH,
HecyIlIMX MYTaHTHBIH FeH, MO MOJMMOP(HEIM reHeTHYec-
KMM CHCTeMaM, TecHO CLeMJeHHbIM ¢ redom MB.
Hau6osiee ynoTpe6HTe/NbHBIMH SABJAIOTCS TaKHe IOJIH-
mop¢uble cuctembl kak XV—2c, KM19, CS7, MP6D9,
J3.11, a Tak)Ke HEKOTOpbIe BHYTPHI€HHbIE MOJHMOPGH3MEL,
B yacTHocTH VNTR-niosiumopdusm B 6 HHTpoHe. Bricokas
reTepO3UroTHOCTh 3THX MONMMOP(MHBIX CHCTEM IMO3BOJISIET
cienath HHpopMaTHBHBIMM (MyTaHTHast H HOpMabHast
XpOMOCOMa Y KaXX/IOTO M3 DPOJHTEJeH AOJKHBI PasJiH-
YaTHCS 11O AJIEJSIM XOTS Gbl OJIHOM M3 yKa3aHHbIX CHCTEM)
JIUISt TIPeHATaJIbHOM JHarHOCTHKH NPaKTHYECKH BCE CEMbH,
KoTopele B Heil Hyxpatores [1].

~ MouiekyaisipHo-GHonoruyeckoe usydenne MB oTkpsio
TMepCrekTUBbl Aiisi Gojiee HaNpaB/EHHOH TepariH STOro
3abosieBanusi. HoBble dapmakosiorHyecKne Ipenaparsl,
takne Kak ammuiopun ¥ AT®/VYT®, npeaxasnHauaores
ISt TOTO, UTOGBl 06OHTH AedeKT XJaopHoro kaHazna. Pas-
paGaThiBaloTCsl TaK)Ke HOBble Tpenapathl, KoTopbie Obl
aktuBupoBaju MmyrtaHTHbie gopmel CFTR. OnHako Hac-
Tosillasi MaToreHeTHYeCKass KOPpeKUHs MoxeT ObiTh
JIOCTHTHYTa TOJbKO € MOMOILbI0 TeHOTepamuH. Yxe
rnoJiydeHbl TMepBble OOHaJeXHBAIOLIHe pe3yJbTaThl I10
nepeHocy ¢ IMOMOLIBIO Pa3MHuYHbIX BeKTopoB reHa MB B
KJEeTKH GOJIbHBIX, B TOM YHCJIe H C cCaHT-crielH(pHUeCKHM
BCTPaMBaHHEM STOTO FeHa M CHHTE30M ero MpojlyKTa, 4To
NPUBOIMJIO K HCIpaBJeHHIO fledeKTa XJIOPHOro KaHaija,
HO, KOHEYHO, TpPHAETCS PeLIHTh ellle MHoro rnpo6iem,
TaKMX Kak 6e30MacHOCTb epeHoca reHa, OBbILIEHHE
3 heKTHBHOCTH 3TOrO NepeHoca H sl APYTHX, Mpexae
YeM 3TOT MeTOJ HaiileT MpuMeHeHHe B KauHuKe [5].

B 3Toii cTaTbe Mbl 3aTPOHYJIH TOJILKO YacThb npobJiem,
HMeIOIIMX OTHoLueHHe K reHeTHKe MB. BmecTe ¢ TeM Ham
XOTeJIOCh [10Ka3aTh, UTO TreHeTHYeCKHe HCCJeAoBaHHUS
MPHBOASIT He TOJBKO K Gousee riiy6oKomy MOHMMaHHIO
3THOJIOTHH M NaToreHesa HacJieJ[CTBEHHOro 3a60jieBaHH,
HO M BJIMSIIOT Ha JAPyrHe KOMIIOHEHTbl CHCTEMbl MOMOLIH
6OJIbHBIM H MX CEeMBbSIM.
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JUETOTEPAITUA U SAMECTHTEJIbHAY] ®PEPMEHTOTEPAIIUSA
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Myxosucimos (KHcTodpHEPO3 MOLKeNyI0UHOM JKeesb)
— MB — HacsieicTBeHHOe 3abojieBaHHe, NPH KOTOPOM
MMeeTCsl XapaKTepHbIH Il BCeX SMHUTeJNHaNbHBIX KJIEeTOK
opraHH3Ma JiepeKT CeKpeLHH, MepBHYHO — JUIsT XJIOPHIHBIX
HOHOB CO BTOPHUHBIM CHHXKeHHeM 0611ero o6bema ceKpeLyH.
KnuHuyeckHe NpOSsiBJEHHS MYKOBHCLHI03a SIBJASIOTCS
c/Ie[ICTBHEM 3aKYIMOPKH IMPOTOKOB 3K30KPHHHBIX JKeJe3
BSISKHM COJIEP2KHMBIM, KOTOpoe 06pa3oBaHO TeJISIMH HJIH
NpeLunuTaTaMH MaKpOMOJIEKYJ] B KOHLEHTPHPOBaHHOM
pacteope cekpera. OnpeIeIOHUMH 115 XKH3HH GOJIbHOrO
SBJSIOTCS XapakTep M CTeleHb MOPaXKeHHS JIETKHX, a
TaKXe JKeJyJOYHO-KHIIeYHOro TpaKTa, NpeXie Bcero —
TO/RKEJYZIOYHOH XKeJle3bl U MeYeHH.

[TaHKpeaTHYeCKYI0O HEJOCTaTOYHOCTb, MO JAHHBIM pas-
JuyHbIX aBTopoB [3,7,9], umeior 85% GoubHbX. OHa
TPOSIBJISIETCS] B HApYLLIeHHH aCCHMHJISILIAK XKHpa U cTeaTopee
ToM MaM MHOH crenenu. OcTanbHble 15% GOMBHBIX COCTaB-
JSIIOT TPYIMY € OTHOCHTEJBHO COXPaHHOH (yHKUHeH
MO/PKENYIOYHOH KeJie3bl W 6e3 HapylleHHS YCBOEHHS
xupa. OHaKo y MOJOBUHBEI H3 HUX HapylleHa CeKpeLus
3uMoreHoB (XKHIKOCTH ¥ 6MKap6OHATOB MPH CTHMYJISILIHH).
Teyenue 3aGosieBaHHsI 3HAYMTEJbHO Jierie y BTOPOH
rpynnel 60JbHBIX; OPOHXOJIErOYHble H3MEHEHHSl Y HHX
06bIYHO MeHee BbIpaX{€Hbl.

[TopaxkeHue noKesyJOUHOH KeJe3bl 06GHApYKHBaeTCs
yXXe B aHTeHaTaJIbHOM TepHojie H BblpaxkaeTcsl B 3ajiep-
XKe Pa3BHTHS alMHYCOB. Y HOBOPOXKJAEHHBIX MEXI0Jb-
KOBble TPOTOKH PacUIHpeHbl M 3aroJIHEHbl CJH3bI0, K
KOHIly MepBOro roja >XH3HH 3K30KPHHHbIE 3JIEMEHThI
TKaHH TIO/KEJTyIOUHOH YKeJe3bl NPOrpecCHBHO 3aMeLalTes
COe/IMHUTENIbHOH TKaHbI0 M YXHPOBBIMH OTJIOXKEHHSIMH.
DHIOKPHHHBIE 3JIEeMEHTHI JI0JIr0e BPEMSI OCTAIOTCs OTHO-
CHTEJIbHO COXPaHHBIMH, OfIHaKO y GoJiee cTapLUHX GOJBLHBIX
BCs TKaHb JKeJie3bl ocTeneHHo 3aMeltaeTcst pubpoaieHo3HOH
cy6cTaHLHeH, YTo HepeIko MPUBOJUT K caXapHOMY fiHabeTy
(y 2—8% 6onbHbIx cTapme 10 ser).

[ToMHMO TmOpaX<€HHSI TOMKENYIOYHOH JKeslesbl MpH
MB Hab6uofaioTcsi HapylleHHs HesiTeJbHOCTH JAPYTHX
THLIEBapHTeNbHBIX opraHoB. Huskast cKopocTb NpoJBHKEHHS
KHIIEYHOr0 COJIEPXKHMOro B pe3yJibTaTe BbICOKOH KOH-
LIeHTpauuu 6esiKa B MEKOHHH PHBOJIUT Y YaCTH HOBOPOXK-
JEHHbIX K MEKOHHAJIbHOMY HJeyCy, K SIMH30JaM HHTec-
THHaJIbHOH OOCTPYKUHH B cTapuieM BoapacTe. [Ipu
THCTOJIOTHYECKOM HCCJIeIOBaHHH OOHApY)XHBAIOTCH KH-
IIeYHble KPHUIITHI, PaClIHPeHHbIe U 3aMOJHEeHHbIe CJIH3bIO.
OnHako cTpyKTypa KHLIEUHBIX BOPCHHOK H SIHTEJHS He
HapyuieHsl. JlucaxapuiasHasi akTHBHOCTb B 6OJIBILIHHCTBE
cJlyyaeB HOpManbHa MJH JlaXke ToBbleHHas [7].

Tunuunoe nopaxeHue mneyeHn — (OKANBHBIA HIH
MYJIbTHJIOOYNSAPHBIH GHIHAPHBIH LUPPO3; TPH 3TOM 06-
Hapy>KHBaeTCsl MHOXeCTBeHHasi TOoYeYHasi O6CTPYKLHS
MEJIKHX JKeJTYHbIX IPOTOKOB S03HHOMHILHEIM COAEPIKHMBIM.

[TopaxkeHHe MeyeHH M XKENYHBIX MyTeH KIMHHYECKH
MOXKEeT TMpPOSBJSATLC Y HOBOPOMAEHHBIX B 3aTSXKHOH
X0JIeCTaTHYeCKOH XeJITyXe, reraTocrieHoOMeraiiy, y psia
GOJNIBHBIX — B J€KOMIIEHCHPOBAHHOM LMPpO3e IeYeHH,
MOPTaJbHOH THIEPTEH3HH, XKeJyeKaMeHHOH G6ose3HH
(10% 6onbHbIX). '

[To nabmiogenusm Hawero lLlenTpa mo JeyeHHio H
npodunaktuke MB, y 92% GoabHbix HaGmogaeTcs
oTCTaBaHHe B (U3HYECKOM pa3BHTHe, ¥ 54% — 3Ha-
yurenpHoe [26]. Y Goabheix MB, oTHOweHHe Beca K
POCTY KOTOPHIX COOTBETCTBYET HOpPMeE, MoKa3aTelH
JIErOYHBIX (DYHKLIHH 3HAYHTENbHO JIy4llle 10 CPaBHEHHIO
¢ GoJbHBIMH, UMeLWHMH THnoTpoduio [5]. B knunuke
r.TopoHTo, rie HyTPUTHBHBIH cTaTyc GOJBHBIX MPHUOIIH-
XaeTcst K HOPMaJIbHOMY, [OKa3aTeJsH MPOAOJIKUTENbHOCTH
»KMSHH ObUIH 3HAUHTEJIbHO Bblllle, YeM B JAPYrHX KilH-
Hukax: 80% GosbHBIX moxuBanu go 20 getr u 60%
Goubabix — g0 30 siet [7]. toro B sHaunTesbHON Mepe
yAaeTcsl JIOCTHYb IyTeM TpPHMEHEHHsS COBPeMEeHHbIX
MHKpOC(epHYECKHX 3aMeCTHTE/bHBIX (pepMeHTOB.

[IpryrHaMH HapyIIeHHs HYTPUTHBHOIO cTaTtyca GOMbHbIX
MB sBJSIIOTCS: Ma/NbAUreCTHsI H MaibabcopOLHsi, MOBBI-
IIeHHble SHEeproTpaThl, HeaJeKBaTHOE MOCTYIJIeHHE
SHEPrHH BCJEJCTBHE TIJIOXOTO ammneTHTa OOJbHBIX BO
Bpemsi o6ocTpenus [8].

1. MAJIbABCOPBLIMSA

[TaHKpeaTHyecKasi HE/IOCTATOYHOCTb CYHTAETCS OCHOBHOMH
npUYHHON Manbabcopbunu xupa npu MB. HspecTHo,
OJIHAaKO, YTO TMpPH MOJHOM OTCYTCTBHH NMaHKpeaTHYeCKOH
NUMasbl ycBoeHHe »upa mpubimxaercs kK 50—60%.
DTOT ypoBeHb OOYCJIOBJIEH HaJHYHEM JKeJyJIOYHOH H
cmionHol (MoABA3BHIYHONM) JIHNA3, OTHOCHTEJBHO COXpa-
HSIIOLIMX CBOIO aKTHBHOCTb.

OpHako MHOXeCcTBO (DAKTOPOB MOXET YXYAUIHTb
yCcBOeHHEe XHpa, B pesyjbTaTe 4yero 3((eKTHBHOCTb
3aMeCTHTeJIbHOH (hepMeHTOTepanuH y GOJIbHBIX cyliec-
TBEHHO pasJinyaeTcsi. Tak, runepceKpeLusi COMITHOH KHCJIOTEI
B XKeJyIKe W IMOCTYyIUIeHHe ee B JBEHa/LlaTHIEPCTHYIO
KHIIKY B YCJIOBHSIX CHH)XXE€HHOH ceKpelHH 6HKkap6oHaTOB
BeleT K cHxeHHio pH Kuieuynoro copepxumoro. Ilpu
3TOM MajaeT aKTUBHOCTb JIMMa3bl, a XKejluyHble KHCJIOTbI
TPeLHITHTHPYIOTCS, He BHINOJHASA (YHKLHH SMYJIbraTopoB,
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M TEepsIIoTCs ¢ KaJloBBIMH Maccamu. Kpome Toro, B pocsete
KHILIOK JXeJYHble COJIH CBSI3bIBAIOTCS C GesIKOBOJHITHI-
HBIMHM KOMIJIEKCAMH H TaKXXe BBIOBIBAIOT H3 LIUPKYJISLHH.
[To-BuaHMOMY, yBeJIHYEHHAs! TOJIIHHA HHTECTHHAJIbHOIO
MPHCTEHOYHOTO CJIH3HCTOrO CJIOS TaKXkKe SIBJISIeTCS Mpe-
NMSTCTBHEM IS BeachiBaHus xxupa [17].

2. TIOBBILIEHHBIE 9HEPTO3ATPATHI

dueprosartpaTthl 60JbHOro ¢ MB yBesHueHbl He TOJIBKO
B CBSI3H C ITOBbILIEHHBIMH IOTEPSIMH, HO H B CBfI3H C
YacThIMH PEeCHHPAaTOPHBIMH HH(EKUHSIMH, JeroYHbIMH
060CTPEHHSIMH H IbIXaTeJbHOH HEeI0CTaTOYHOCTBIO.

BosibHble CO CHHXXEHHBIM HYTPHTHBHBIM CTaTycOM B
OTCYTCTBHE OCTPBIX CHMITOMOB JIErOYHOTro 3a60JieBaHHS
TpH aJIeKBaTHOH 3aMECTHTEJIbHOH (PepMEeHTOTeparii HMeIoT
YAOBJIETBOPHTEJIbHBIE TEMIIbl NPHOaBKH B Bece, MoJjyyas
120% ot pexoMeHyeMoii CyTOUHOM MOTPEGHOCTH B SHEPrHH.

3. HEAJIEKBATHOE TIOCTYTIJIEHUE SHEPTHUH

dakTopaMH, CHHXXAIOIMMH aNNeTHT H KOJHYEeCTBO
MoCTynaoUeH MUK, MOTYT ObITh:

— 930haruT M ractpossodaraJbHbii peuIIoKC, KOTOPBIH
4acTo CONPOBOXKJAeT JieroyHoe obocTpeHHe BMecTe
C aHOpeKCHeH W PBOTOH, NMPOBOLHMPYEMOH MPHCTyNaMH
Katis;

— JMCTaJIbHask MPUXOASALLAsS HHTECTHHAJbHAsT 06CTPyK-
M5, KOTOpasi BbI3blBaeT cXBaTKooOpasHble 6GoaH B
XHBOTe, GOJIbHblE YAacTO CBfI3bIBAIOT HX Hayajo ¢
ynotpebiieHHeM MHILLH;

— OCJIOXXHEHHSI OCHOBHOTO 3a60JieBaHHS: MAHKPEATHT,
GusnapHasi oOCTPYKIHS, XOJNAHTUT, TSXKeJlble 3arophl,
LMPPO3 MeYeHH, TaKKe COMPOBOXKJAIOLUIMHCS aHOpe-
KCHEeH M CHHXXeHHeM noTpebJieHHsI SHEepPrHH.

Ecan naumentst ¢ MB HopmanbHO pasBuBalOTCs H
3aMecTHTeJIbHas ()epMEeHTHAst TeparHsi Oo3BOJISIET MONHOCTHIO
CIPaBHUTBCS CO CTeaTopeeH, TO SHepreTHYeCKHe 3aTpaThl
COOTBETCTBYIOT peKOMEH/IOBAHHBIM [/ 3TOTO Bo3pacTa H
nosa. Ecain ke oTMevaeTcs oTcTaBaHHe B (DPH3HYECKOM
PasBUTHH, TO eXKe/[HeBHbIe SHepreTHYecKHe 3aTpathl (E33)
JIOMKHBl PACCUHTHIBATBCS IO CJeAyIomHM (opMyaaM,
pa3paboTaHHBIM CITELHaJbHOH KOMHCCHEH 3KCIepTOB-
nuetosioros (1989) [7].

Cmynens 1. Pacxon sHepruu (Kkajn) Ha OCHOBHOM
o6men (P300) B 3aBucHMocTH oT Beca — P (kr) — pad
3/I0POBBIX MYXXYHH H JKeHIIHH.

Bospact, roam I HKenumnn l Myxumnnb
0—3 61,0P-51 60,9P-54
3—10 22,5P+449 22,7P+495
10—18 12,2P+746 17,5P+651
18—30 14,7P+496 15,3P+679

30—60 8,7P+829 11,6P+879

Cmynens 2. PacueT CyTOYHOH SHepreTHYeCKOH
norpebuoct (CIIT), yuutbiBasi OCHOBHOH 06MeH, KO3¢-
duument aktuBHocTH (KA) M Koo dHUHEHT OT TsIKECTH
6onesuu (KTH).

1. IlpukoBan K nocresn KA = P900x1,3
2. C orpannyenuem Harpysku KA = P900x!1,5
3. AkrtusBHbii KA = P900x1,7

[Ipu nanbHeHwem pacuere CI/T mpuHHMaeTcs: ornpe-
neneHHoe 3HaueHHe KTH B 3aBHCHUMOCTH OT (PYHKIHO-
HaJIbHO KH3HeHHOH eMKocTH Jerkux (DPXKEJI).
1. ®XKEJ=80%, KTb =0

C3IT = PSOOx(KA + 0)
2. ®XKEJI = 40—79%, KTE = 0,2

C3IT = PROOx(KA + 0,2)
3. ®XKEJ = 40%, KTb = 0,3

C3n = P3OOx(KA + 0,3)
0,3 moxer 6bITh yBesHyeHo o 0,5 npu oYeHb TKENOM
COCTOSIHHH, eCJIH H3MepeHHe (DYHKLHH BHELIHero JbIXaHHs
(®BJ) He npoBogMTCS MO KaKoH-1H60 NPUYMHE, TO
JieroyHasi pyHKIHS OLleHHBaeTCs KJIMHUYECKH.

Cmyneno 3. IlogcueT exeHEBHBIX 3HEPreTHYECKHX
satpat (E33) B 3aBUCHMMOCTH OT CYTOYHOM SHepreTHyec-
Ko# norpe6HocTH (CIIT), yuuTsiBasi creaTopeio
1. C coxpanHOH momKenynouHoli xenesoi (BKiouas

NalHeHToB ¢ Ko3((HLUHEHTOM BcachlBaHHSI KHpa

6oabiie 93% OT KomMyecTBa NMOTPeGIEHHOTO XKHPa)

E33 = CAIl.

2. C maHKpeaTHYeCKOH HeI0CTAaTOYHOCTHIO.

E33 = C3I1x0,93/ KBX (KB — xosdduiment

BCaCBbIBaHHsI KHMPOB).

Ecnn HeBO3MOXXHO NOACYHTATL COOTHOLIEHHE XKHpa B
CTyJle K MOTpPebIeHHOMY XXHPY, TO MOXXHO HCIIOJIb30BAaTh
npu nopacuete KBXK=0,85.

[TomuMo sHepreTHueckoro aeduuuTa, y GoapHbix MB
3aKOHOMEpPHO pa3BHBaeTcsl Ae(HLHT YXKHPOPACTBOPHMBIX
sutamutoB (A,JLE,K), scceHUHaMbHBIX JKHPHBIX KHCJIOT,
a TaKXe HeKOTOPBIX MHKPO3JIeMeHTOB. PekoMeHyeMble
J103bl BATAMHHOB JIJIS1 TOCTOSTHHOTO €XKe/{HeBHOT0 NpHeMa:
A — 5—10 teic. EJI, I — 400—800 EJl, E — 25 mr B
Bospacte 0—6 mec., 50 Mr — B 6—12 mec., 100 mr B
1—4 roga, 100—200 mr — B 4—10 jet, 200—400 mr
— crapwe 10 ner. Buramun K HasHavaeTcs npH KiH-
HHYECKHX TPOSIBJIEHHSIX HeJJOCTaTOYHOCTH, 2—5 Mr 1 —2
pasa B Heflesi0 B Bo3pacTe o | roja, mpH JieueHHH
aHTHOHOTHKaMH 5 MTr 2 pa3a B HeJIeJIio B BO3pacTe cTaplie
| rona. OTH BUTaMHHBI I0JDKHBI 1aBaThCS! B CMELHAIbHbIX
BOJIOPAaCTBOPHMBIX (hopMax.

OnucaHbl AeHUHTHI LIMHKA, CeJleHa, Me/H, MOJIHG/IeHa,
3HaueHHe KOTOphIX TpebyeT AasbHeiiuiero usyyenus [3,5].

lopasno waie, naxe y JieyeHbIX GOJbHBIX, HabJio-

jaeTcs KeJje3ofe(HUHUTHAs aHEMHS! C OQHOBPEMEeHHBIM
CHHXKEHHEM YPOBHSI CBIBOPOTOYHOTO (heppHTHHA, MEXaHH3M
BO3HHKHOBEHHSI KOTOPOH He H3Y4eH.

Y 6oJIbHBIX, MOJYYAIOLHX AMHHOIVIMKO3HAbl, Bo3pac-
TaeT PHCK IMIIOMarHe3HeMHH C YCHJIEHHeM CYAOPOXKHOH
FOTOBHOCTH.

Knuuuyeckoe HabJoieHHE 32 HYTPUTHBHBIM CTATYCOM
y 6osbHOro MB npefycmaTpuBaeT npH epBHYHOM OCMOTpe
u nocsieyiouem Habmonenuu (1 pas B 3—6 mec.):

1) oueHKY (H3HUECKOFO Pa3BUTHS: H3MEPEHHE POCTA,
Beca, TOMIMHBI KOXKHO# CKJaIKK (Ha/ TPHLIETICOM), TOMILIMHbI
KoHeuHocTH (cepeauHa mpeariedbs
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2) OLEHKY NMUTAHHS
— pacyeT THTaHHSl 1O JaHHBIM 24-4acoBOH 3allHCH,
MpoBeJIeHHOH TOJl KOHTPOJIeM Bpaya-HeTo/10ra
— 3-cyTouHbIH 6GasaHc XHpa
3) nabopatopHble HCCleOBaHHS
— oM aHaJMu3 KPOBH, NPH aHeMHM TaKxKe orpeje-
Jenue chiBopoTouHoro xenesa, OJKCC, deppurHHa
[To nmoxasaHHsM:
— YPOBHH CHIBOPOTOYHOTO HJIH IJIa3MEHHOTO PeTHHOJA,
ToKO(epoJa,
— npoTpoMGHHOBOE Bpewms,
— MpOQHIb CCEHIL. XKHUPHBIX KHCJIOT,
— ypOBeHb CBIBOPOTOYHOrO ajibbyMHHa,
— yposeHb ssextpoautos H KIIC.

JUETOTEPAITHSA

Jlo HacTOSILIero BpeMeHH CYIIeCTBYIOT JiBa MOJAXoja K
nueTHYecKoMy JedeHHI0 6GosbHeIX MB. 39tH noaxomst
pasiMyaloTCs MO HAJHMYHIO y Bpaya BOSMOXKHOCTEH H
crnoco6HOCTH GOJILHOTO KOMITEHCHPOBATh CTeaTopelo ¢
MOMOILIBIO TAaHKPeaTHYeCKUX 3aMeHHTeJIeH.

[Ipu so6om moaxoje OOLIMM SIBJSIeTCS aKTHBHOE
yBeJIHueHHe GOJIbHBIM SHepronoTpet/eHHsl.

dTo JOCTHraeTcsi YBeJHYEHHEM 4YacTOThbl MPHEMOB
BblcOKoKasopHiiHoii muiu (5—6 pas B nenn). Hanpumep:
2 saBTpaka, obejl, MOJNAHHK, YXKHH, NIPHeM IHLIH Mepe
cHOM ¢ 06s3aTeJbHBIM NMpPHEMOM NaHKpeaTHYeCKHX
(epmeHTOB. BOJIBHBIX leTell HeO6XOAHMO MOOLIPATh CheflaTh
GoJibliie, YeM eJSIT UX 3[0POBble CBEPCTHHKH.

Heo6XoguMO TIOMHHTb O JAOMOJHHTEJNBHOM MOJACAJH-
panuu muuw (ot 1 10 5 r. B 3aBUCHMOCTH OT Bo3pacTa),
B 0COGEHHOCTH B YCJIOBHSIX 2KapKOro KJIHMATa, NPH JIETOYHBIX
060CTPEHHUSIX, THIIEPTEPMHH, MONH(eKaTHH [10].

Jlnst nepBoro, OTHOCHTEJNIbHO “ycTapesioro” mojaxoaa K
opraHu3aluu auetoTepanuu GoabHeix MB [1,2,4] xapak-
TEpPHO OrpaHUYeHHe XKHpa, yBeJIHUeHHe KBOTHI 6eska Ha
10—15% ot BoapacTHOH HOPMBI H yBeJHYEHHE SHEpro-
oGecrieyeHHsi B OCHOBHOM 3a CYeT JIerKoyCBaWBaeMbIX
yreBozio (MOHO- H IMCaXapHAOB). DTOT NOAXO/ PUMEHSIETCS]
NPH HEBO3MOXKHOCTH KOMIEHCHPOBaTh cTeatopeio (naw-
KpeaTH4eCKyio HeloCTaTOYHOCTb) HMEIOLMMHCS B Pacrio-
PSKEHHH Bpaya MaHKpeaTHUYeCKHMH 3aMEeHHTeJISIMH.

IyTem cHiKeHHst KBOTHI XxHpa A0 30—20% ot obiuero
Kajopa)ka yjaeTcsi JOCTHTHYTb HOPMAJIH3allHH CTYJa,
YMEeHbLIHTb B3lyTHe H 60JIH B XKHBOTe, CTeaTopelo, npeiy-
TMPeAHTDb BbiMalaHHe MPSIMOH KHILIKH.

Y neteit nepBbIX MECSILIEB XKH3HH ONTHMANbHOH MHILEH
SIBJIIETCSI MAaTEPHHCKOE MOJIOKO ¢ JI06aBJieHHeM MaHKpe-
aTHHa BO BpeMsi KaxJoro kopmienus. [Ipy cmemannom
M HCKYCCTBEHHOM BCKapMJIMBAHHH MOTYT HCIOJb30BAThLCS
KoMMepuecKHe GeJIKOBBIE Tpernapathl: “DHIMHUT” MPOH3BOACTBA
CubaiicKoro MoJIOYHO-KOHCEPBHOTO KOMOHHATA U “YHHITHT
GeaxoBuli”, paspaborannbiiit BHUKMH u Hucturyrom
nutanus AMH CCCP.

B nepBbie Mecsiupl XKH3HH 06beM MHTAHHS COCTABJISET
okoJ10 200 ma/ Kr B CYTKH, ¢ 4 MecsilieB — NPHUOJIH3UTENIbHO
150 ma/kr B cyTkn (c MOMeHTa BBejeHHS! MPHUKOPMA).
[Tpukopm MokeT BBOAHTBCS ¢ 3—4 MecsilieB, HEKOTOPBIM
GoNbHBIM paHblle H3-3a HU3KOH npH6aBKH B Bece. [lepsbie

6aiona mpUKopMa — KalllM, (pyKTOBble mMiOpe, jajiee
BBOJIMTCS Tollee Msico, KapTodesib, OBOLIHBEIE IIOpe.
PexomenpyeTcs mope M3 KypHLbl, HHIIOLKH, HEXXHPHOH
puibol. Mexay 8 u 9 MecsiuamMu BBOAMTCS JKEJITOK,
GoraThli XKHPOM, HO SIBJISIIOLMHCS TIPEBOCXOAHBIM HCTOU-
HuKoM Geska. [Tocnte 10 mecsiueB gaior nmo 3—4 siiua B
HeJleJl0 Ha (poHe MaHKpeaTHHa.

CrapuuMm feTsM peKOMeHAyeTcsi BK/II0YaTh B PALHOH
BBICOKOGe/IKOBble MpoAyKThl (Msico, nTuua, peiba, siiLo,
TBOpOT) He MeHee 3 pa3 B [ieHb, MOJOKO H KHCJIOMO-
sounsle poayKThl ot 500 10 800 ma B genb. He pekomen-
AYIOTCSl JKHPHbIe COpTa Msica, NMTHUBI U pui6b. HMckiio-
4aloTCA TYTOIVIaBKHE YXHBOTHbIE MHPbI, KOJGACH!.

DHepreTHYecKHH He(HUUMUT BOCIOJHSETCS 3a CYeT
yrieBofioB. YrieBosisl o6ecneunsaior 60—70% cyTouHoit
SHepreTHYecKoi norpe6HocTH. JlHcaxapuabl, B TOM YHCie
caxap, B 60JIbLIHHCTBE CJIy4yaeB XOpoLIo NnepeHocsiTes. B
JMeTy BKJIOYAlOT (PPYKTHI, COKH, ClIaJIKHe HAlMTKH, MeJ,
BapeHbe, KoHdeThl. PacienneHne Kpaxmana 3aBHCHT OT
NaHKpeaTHYeCKOH aMHJa3bl, MO3TOMY OH YCBaHBaeTcs
Xyxe, yeMm apyrue yraeBoabl. C nuuier, Goratoit Kpax-
manoM (kaum, x7e6, KapTodesb), HOJKHBI AaBaTh MaH-
KpeaTHH. HenepeBapeHHbI! KpaxMaJ B TOJICTOM KHILEY-
HUKe cOpa)KHBaeTCsl KHIIeYHOH MHKPO(JIOPOH, 4TO BeleT
K rasoobpasoBaHHio, GossiMm B kuBoTe. He pekomen-
AyeTcsl TaKXKe MHlla, 6oratasi KJIeTYaTKOH U BOJOKHAMH
(6060Bble, KalH H3 LIeJbHOrO 3epHa, OTPYGH, KOCTOUKH,
KOXKHLA OT (PPYKTOB, CYXODPYKTHI), KOTOPbIE BbI3HIBAIOT
MEeTEOpH3M M YBeJHYHBAIOT 06beM KaJloBbIX Macc.

Bousee coBpeMeHHBIM SIBJSIETCST MOAXOJA, TPH KOTOPOM
KOJHMYECTBO JXHpPa He OTrpaHHYWBaeTcs, a HaobopoT
yBeJNHUHBaeTcsi, nyTeM jobaBiieHHss K OJaiQaaM Hec-
KOJIBKHX JIOXeK CJIMBOK, CJHBOYHOIO MacJjia MJIH APYrHX
JIErKOYCBaHBaeMbIX JXKHPOB, YMOTpeGJeHHsI BbICOKOKAJIO-
pHitHbIX “riepekycoB” (6yTep6posoB, meyeHbs ¢ MacjoM,
LIOKOJIafia M T.IL.). N

Jlnera fomkHa 6bITh HOPMAJILHOM IS JAHHOH BO3PACTHOH
rpynnbl, Ho 6oJjiee BKYCHOH H BbICOKOKAaJIOPHHHOH.
O6si3aTesibHONH CUHMTaeTCsl NCHXoJioruyeckass pabora c
peGeHKOM, CTHUMYJISILIHS, MOOLIPEHHE ero K efe.

ITOT MOAXOA OCHOBAH Ha BO3MOXCHOCTH KOMITEHCALHH
CTeaTOpeH M BOCCTAHOBJIEHHH aJleKBaTHOH acCHMMJISLIMH
XHpa MyTeM NPHMEHEHHS! BbICOKOI((EeKTHBHBIX COBpe-
MEHHBIX NMaHKpeaTHYeCKHX 3aMeHHTeJiel B MHKpoKarcy-
nUpoBaHHOH opMe THMa KpeoH, maHkpeasa [5,7]. Ilpu
HX TpHMeHeHHH B OOJBIIHHCTBE cJyyaeB YAaeTcs
KOMITEHCHPOBAThH CTEaTOPel0 M YJYYIUHTh HYTPHTHBHbIH
ctatyc 60/bHEIX 63 NpUMeHeHHs! CrellHaJH3HPOBaHHbIX
Jieye6HbIX 106aBOK.

OnHako B psifie CJy4yaeB ClellHaJH3HpOBaHHbIE Jieye6-
Hble TIPOAYKTbI ABJSIOTCS He3aMeHHMbIMH. B ocobeHHOCTH
JUISl MCKYCCTBEHHO BCKOPMJIEHHBIX AeTeH TIpPYJHOro H
paHHero Bo3pacta. JTO B NepByl0 ouepejb Kacaercs
cMecell Ha OCHOBE TPHIVIHLEPHIOB CO CpPeJHeH JIHHOH
yraeponuoit nenu (Ce—Ci2). Takue TpHrJIHLEPH/BI
ABJISIIOTCS JIETKOJAOCTYMHBIM HCTOYHHKOM 3SHEPrHH, T.K.
OHM He HYXJAIOTCS B SMYJbrallMH M THAPOJIU3e MaH-
KpeaTH4YeCKOH JIUMa3oH H JIerko BCachiBAlOTCS, MHHYS
JTUM(ATHYECKYIO CHCTEMY, TIPSIMO B KPOBEHOCHBIE COCY/IbI
cHcTeMbl BopoTHOH BeHbl. MX mosywaior mytem ¢pak-
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LIHOHHPOBaHHsT Kokocosoro Macja [18]. Ouu Bxomar B
cocTaB JieyeOHBIX CMeceidl Ha OCHOBe LeJbHBIX 6esKoB
monoxka (“Portagen”, CIUA; “Humana mit MCT”,
I‘epmam»m), a Tak)Xe MHOTHX cMecel Ha OCHoBe
FHAPONH3aTOB GeJika, BHIYCKAIOTCSl KAK MOHOKOMITOHEHT
T.H. siemenTHbix auer (Liquigen, MCT-oil), BXomsT B
cocTaB Jie4eOHbIX MaprapHHOB.

Mgl onpo6upoBaiu y 25 nereit, 6oabHbix MB, cmecu
“Portagen” w y 15 pereit “Humana mit MCT". [letu
6blIH B Boapacte oT | Mecsiua go 18 ner. Hamu Gbliu
ToJIy4eHbl O4eHb XOPOLIHe pe3yJIbTaThl: IPAKTHYECKH BCe
gerh npu6asuu B Bece (ot 10 g0 60 r/cyTkn). OcobenHo
NoKasaTeJbHbIMH OBUTH pe3ysbTaThl Yy AeTeH TPYyJHOro
BO3pacTa, KOTa INPH NpHeMe CMEeCH H aJieKBaTHBHIX /103
(epMEHTOB YyAaBaJoCh IMOJHOCThIO HOPMaJH30BaTh
HYTPUTHBHBIH CTATyC. Y HEKOTOPBIX [IeTei yanoch JOOUThCS
CYLIECTBEHHOrO CHHXXEHMSI 103 MaHKpeaTHYEeCKHX 3amec-
THUTeJeH Ha ()OHe AHeTOTeparnuH.

[IpuMmeHeHHe cMecel Ha OCHOBE THAPOJIH3aTOB Gelka
B KayecTBe 6eJIKOBOro SKBHBaJIEHTa He HAIJIO LIMPOKOro
pacrnipoctpaHenusi npy MB, onHako mMoxeT GBITh OrpaB-
JlaHO TIPH BbIpa)KE€HHOH THMOTPOHH M MasbabcopOuuu
(cmecu Tuna “Pregestimil”, “Alimentum”) [12].

Ecnu e yBeqMYeHHEe YacTOThl H SHepreTHYecKoH
LLeHHOCTH MUK, ONTHMH3aLHA 3aMeCTHTEeJNbHOH
¢epMeHTHO# TepanuH, yAaleHHe BCeX BO3MOXHBIX
MICHXOJIOTHYECKHX CTPECCOB OKaXyTesl Hea(h(eKTHBHBIMH
B TeueHHe TpeX MecsilleB HJIH Beco-pOCTOBOH IOKasaTellb
ynageT HHXe 85% oT uaeanbHoro, Heo6xonaumo Gosee
cepbe3Hoe BMeLIaTeabcTBO. Beco-pocToBoit HHAEKC pac-
CUMTHIBAETCS CJEAYIOLHM 06pasoMm:

daxmuueckuil sec
Hdeanvroiil 8ec no pocmy u noay

x 100%

[TokasaHHst K HAa3HAUEHHIO JOTOJHHTEJbHOTO SHTe-
PalIbHOrO MHTaHUS Pa3paboTaHbl CMELHANbHOH KOMHCCHeH
aKcrnepToB-axeTosoros [5].

[TauueHTH MosioXe 5 JeT

Beco-pocToBoii HHIekc MeHee 85% OT HAealbHOro
Beca K CTaHJapTHOMY pocTy, moTepsi Beca GoJjiee ABYX
MecsilleB M/ HJIH OCTaHOBKAa HapacTaHHsl Beca B TeYeHHe
2—3 MmecsiueB.

[TauuenTs ot 5 mo 18 ger

Beco-poctoBoit MHuekc MeHee 85% OT HIealbHOTO
Beca K CTaHJapTHOMY pOCTy, morepsi Beca Gosee ABYX
MecsilleB H/ MM OCTaHOBKAa HapacTaHHsi Beca B TeuyeHHe
6 mecsiles. ;

IMokasaTesn Beca ot 90 fi0 110% sBasioTcst HOpMadb-
HeIMH; 85—89% — HayasbHast He[JOCTATOYHOCTh TUTAHHUS;
80—84% — manasi HeoCTATOUHOCTD NHTaHHUs; 75—79%
— cpenneit TskecTH; 75% — TsXKeJoe HapylueHHe
nuranus [13].

urepasbHoe 30HAOBoe nuTaHWe (HasoracTpaiibHoe
30HJMPOBAHHE, EIOHO- M FacTPOCTOMa) JAeT BO MHOIHX
cayyasix OueHb XOPOLIHe pe3yJibTaThl, BhpaXkaloluecs B
npubasJienuy Beca oT 2 o 8 kr B TeueHue 1,5—2 mecsiues.
B 3apy6exxHbIX LieHTpax HaHboJee LIHPOKoe IPHMEHEeHHe

HAXO[MT TpHEM IHLIH Yepe3 racTPoCTOMy, OCOGEHHO
HOYHOe BBeJieHHe MHIM BO BpeMs cHa (HouHas rumep-
anuMeHTalus1). B Hauleli mpakTHKe Mbl IPUMEHsIEM M0Ka
TOJIbKO 30HAOBOe MuTaHHe. OCHOBHOH peKOMeHJalHel
sIBJISIeTCSl CHayaJjia IOCTEelNeHHOoe yBeJHYeHHe KOHIUEHT-
patu (KaJIOpHIHOCTH) BBOAMMON IMHILH C [TOCIeYIOLIHM
yBeJIHYeHHeM ee KoJjHyecTBa. [IuTaTesibHble peXHMBI
JIOJDKHBI OBITh MHAMBHYAJbHBIMH H THOKHMH. B HouHOe
KopMJIeHHe 06byHO BBOAMTCS oT 1/4 no 1/3 ponoanu-
TEJIbHO K CYTOYHOMY Kajopaxky. Heo6xomumo ymenuThb
BHMMaHHe TOJIOXKEHHIO MalHeHTa BO BpeMsi KOPMJIEHHS,
MOJKeT MTOHaI06HThCS BO3BbILIEHHOE TOJI0XKEHHE I0JIOBHOTO
KoHUa kpoBaTH. Clie/lyeT C/IeIMTh 3a TOJNIEPaHTHOCTHIO K
IJII0KO3€ H 3JIEKTPOJHTHBIM 6GajlaHCcoM.

TosbKO B TSKEJBIX CJyyasiX MPUXOAUTCS npuberath K
YAaCTHYHOMY HJIH TIOJIHOMY MapeHTepaJbHOMY MHTaHHIO
(Hounasi nmapeHTanbHas runepanuMenTtauus). OfHako B
HacTosIlLiee BpeMsl SHTepaJIbHbIH Iy Th BBEIeHHST I0TIOJHH-
TEJIbHOTO THTAHHSI CYMTAETCsl IPeANOYTHTENbHBIM 110
psiny npuynH. C 0{HOH CTOPOHBI, 3TO IOPOrOBH3HA MapeH-
TepaJbHOr0 MHTAHHS H €ro cepbesHble OCJOXHEHHS
(cenTHyeckue, UPKYNATOPHbIE, OOMEHHBIE); C APYTOH —
JI0Ka3aHo, YTO COXpaHEHHe SHTEepaJIbHOrO MyTH BBEEHHS
MHILEBbIX BELIECTB CMOCOOCTBYET COXPAHEHHIO H CTHMYJISILIHH
JIeSITeIbHOCTH COOCTBEHHBIX MHILEBAaPHTEJbHBIX XKeJle3 H
sutepouutos [15].

JInsi sHTepasIbHOTO MUTAHMS HCTOJIB3YIOT BhILLIENIepeyHtc-
JIEHHBIE ClellHalH3HPOBAHHBIE CMECH H 3JIeMEHTBI JAHeTh.

Koppexiwst HapyiieHHH (hyHKLHH MOLKeJTyI0YHOH XKeJlesbl
OCYLIEeCTBJSETCS MyTEM TNMPHMEeHeHHs MaHKpeaTHHa H
KOMOMHHPOBAHHBIX TPENnapaToB, COAepXKallMX MaHKpe-
aTHH, KHLIeYHble (DepMEeHTHI, JIMIIOTPOINHbIE BeIleCTBa,
yJyullaollie paculenyieHHe W BcachblBaHHe [THIIEBBIX
MPOAYKTOB.

BosbLIMHCTBO TPaJHIIMOHHO Ha3HaYaeMbIX (epMeHTOB
MOJIy4aloT M3 TOXKeJyIOYHOH JKeJle3bl KPYITHOro poratoro
CKOTa M MPHMEHSIOT JIM60 B HEOUHLIEHHOM BHAE, JHG0
rocJie SKCTPAKLKK U BecylIHBaHUsA. PepMeHTHBIE Npena-
paThl COfepXKaT JMnasy, aMujasy H TpoTeasy B pas-
JUYHBIX cooTHoueHHAX. CyllecTBEHHO pasHYaloTCs
JIeKapCTBeHHbIE (goprl (trabneTku, KarcyJbl, rpaHyJbl,
Jpaxke, TMOPOIUKH), pasMepbl, XHMHYeCKHH cocTaB, ¢u-
3MYyecKHe XapaKkTepHCTHKH. [laHHple 06 aKTHBHOCTH
(GepMEHTOB MPHBOAATCA B PasJHYHBIX eJHHHLAX
usmepenns (ME, El, FIP, USP, UNF, WWI, JIE), uto
coajiaet jyisi BpayeH TPYAHOCTH B pellleHHH KJIHHHYECKHX
BOMIPOCOB: KaKOH Mpenapar Jiyylle HasHa4uTb 60JIbHOMY,
KaK BapbHpPOBaTh [I03y B 3aBHCHMOCTH OT XapakTepa H
yacTOTHl pueMa nuuK. Bee aTo 1 obyciaBiuBaeT SMIH-
pHYeCKHH XapaKTep NPOBOJMMOH TeparnHH.

Jlosroe BpeMsi moJjiarajid, YTO MPOBOAMMAsS 3aMEeCTH-
TeJbHas (pepMeHTHasi TeparnHs B CTaHAapPTHBIX 03HPOBKAX
apaseTcss ajgekBaTHOW. [IpoBeJeHHBIH HaMH aHaJM3
shdexTuBHOCTH epmenTHON Tepanuu y 10 gerei, cTpa-
JaoLMX cMelanHo# ¢popmoit MB, nokasait, uTo Bce IeTH
NpUHMMA/H TAHKpeaTHH B COYETAaHHH C JAPYTHMH (ep-
MEeHTHBIMH npenapaTaMy (maHsuHOpM, TpH(EpMeHT,
Me3uM-(opTe, aurectal, coausum). Jlosa ux cocraisia
B cpeHeM 1—2 Ta6ieTKu Ha npueM MHIIH, YTO B CYTKH
He npeBbiano 3—4 r nankpeartuHa. Jlaxe y Tex GoJIbHBIX,
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KOTOpble MPHIEPIKUBAIHCH OrPAHHYEHHS XKHpPa B NMUTAHHH
(8 yest.), MPOBOAMMYIO TEPANHIO HeMb3si GBUIO MPH3HATD
spdextuBHOM. [Ipu ananuse npuuuH HeshPeKTHBHOCTH
(epMeHTHOH Tepanux ObLIO BHIIBAEHO, UTO, TOMHMO
npHeMa MaJjibiX 7103 (epMeHTOB, Tpoe AeTeH NpUHUMAJH
depMeHTbl B pasfpoGJieHHOM BHJe, YeTBepo AeTed He
. NIpHHAMAIH (PEPMEHTOB C JIOMOJHHUTEJbHBIM MPHEMOM
nuiy. B pesynbrare cyTouyHasi jo3a Obla MoBbILI€HA H
coctaBmiia 6—10 r nmankpeatHHa B cyTKd. [Ipu srtom
yHaJIOCh JIOCTHYb ONpE/eJNEeHHOr0 YJIYYLIeHHS KJIHHH-
yeCKUX CHMIITOMOB: ocJsiabyieHusi 60JieBOrO CHMIITOMA,
yaydlieHHs Xapaktepa Kana. Yacrtora cTy/ia HOpMaJiHso-
BaJach Yy TMoJIOBHHBI JeTeil. ONHaKO MpH KONpoJornye-
CKOM HCCJIEJIOBAHHH HEHTPaJIbHBIH JKHP onpejensics y
70% neTei, a yCBOGHHE YKHPa, ONpejielisieMoe ¢ MOMOLIBIO
meroga Van de Kamer, cocrasuiio B cpentem 59%.

Kak mokasanu HalK Ha6JioJieHHs, MOBBILIEHHE [03bl
(pepMEHTHBIX TpenaparoB [0 peKOMEeHAyeMblX 3HaUeHHH,
yMeHbLIasi KITHHHYeCKHe MPOSBJIeHHST Ma/bIMTeCTHH, He
B cOCTOSIHHM 3(peKTHBHO KoppHrHpoBaTh ee. B mepuon
HapacTaHHsl aKTHBHOCTH OGPOHXOJIErOYHOro rpolecca,
CONPOBOXK/AIOIIErocs], KaK MNMPaBHJIO, YCHJIeHHeM Malb-
JIMTeCTHH ¥ MasibabcopOLMH, HeCMOTPSl Ha MPOBOAMMYIO
(pepMEHTHYIO Tepanuio, yCBOEHHe XKHMpa CHHXKAJNOCh /IO
38—45% [4].

MuakTHBHpYIOLIee IeHCTBHE COJISTHOM KHCJIOTBI H MENCHHA
BBIHY2K/JaeT TPHMEHATb GoJibllHe, MOpoH “acTpOHOMH-
yecKkHe” 103bl HEPMEHTOB, UTO, C OJJHOH CTOPOHBI, JeJaeT
JieyeHHe JOPOroCTOSIIMM, a C JAPYrodl — OKa3blBaeT
MoBpexjaiollee BO3JeHCTBHE Ha MOYKH B CBfI3H C
runepypukemueit. 1o TpebyeT BKJIOYEHHS B TeparHio
npernapaToB THNA UMMHTHAMHA M PaHHTHAMHA WJIH aH-
TaLM/IOB, CHHXKAIOUIUX KHCJIOTHOCTD YKeJyJ0YHOrO COKa.

HoBble BO3MOMHOCTH OTKPBUIHCH C MOSIBJEHHEM
MHKaICcyJMPOBAHHBIX TPaHYJIHPOBAHHBIX (PEPMEHTOB C
pH-uyBcTBHTesIbHON 06osoukoit (Kpeon, Ilansutpar,
[ponunasa, INankpeasa, Yabrpasa, 3umasa U T.A.).
KuueynopactBopumas o6osiouka 3THX (pepMeHTOB
COCTOMT M3 pH-uyBCTBHTENILHOrO MOJUMepa, KOTOPBIH
BbICBOGOXKIaeT (hepMeHTH TOJBKO NpH 3HaueHHsix pH
6an3kux K 5,5. Takum obpasom, Junasa, 3akjaOueHHas B
HeM, 3alllillieHa OT HHAKTHBALMH B KHCJIOH Cpejie XKeJTyaKa.
Bmecre ¢ Tem obecrieynBaeTcsi MaKCHMallbHas aKTHBHOCTh
JIMMasbl B JBEHAJUATHMNEPCTHOH KHILUKe, T.e. TaM, rje
Haubosiee aKTHBHO MPOTEKAIOT MPOLECChl pacllerneHHs
H BcachblBaHHs MIUTaTeJIbHBIX BellecTB. MaileHbKHe pasmephl
rpanyd (1,4—3,0 MM) crioco6CTBYIOT JyyLieMy CMeLIHBAHHIO
¢ nuuwed. [na Gonee ymo6HOro mpHMeHeHHS TPaHYJIbl
MOMELLAIOT B KarncyJy, KOTopasi pacTBOPSIeTCs B 2KeJyJIKe.
Jlosbt BapeupyioT ot 2—b5 Thic. EJI/kr B cytku (o
aKTHBHOCTH Jiunasbl) o 15—20 Thic. EJl/Kr 1 gaxe Bbilue.

Mpbl npumeHsinu HOBbIM (epMeHTHBIH mpenapat
“ITPOJIUIIA3Y” dupmsl “Cilag” y 70 neteii B Bo3pacTe
ot | roma o 12 ser, cTpajaolKX cMelIaHHOH (opMOH
MB, BHe o6ocTpeHHsi GPOHXOJETrOYHOro Mpoliecca.
ConyteTByiolas Tepanusi BKI0Yana NpHeM XKel4eroHHbIX
TnpernapaToB, MyKOJMTHUECKHX CPeJICTB, BATAMHHOB.

CpaBHuTe/IbHOE HCC/IeI0BAHUE [TOKA3aJI0, YTO Ha (hoHe
npHeMa MeHbLIel CyTOuHOIT 10351 Hnaskl (cyToyHas 103a
yMeHblIHIach Ha 1 / 3 oT 103bl TPAIULIMOHHO MPHHHMaeMbIX

MpenapaToB) OTMeYasioch yJyylleHHe Kak KJIHHHYeCKHX,

_Tak M Korposoruyeckux nokasateneii y 80% perei.

AnneTHT cyIecTBeHHO He H3MEHHJICS HH Y OJIHOTO pe6eHKa.
CamouyBcTBHe JIeTel YJIy4IIHIOCh B CBSI3H C YMeHbLIEHHeM
YHcJa MPHHHUMAeMbIX KarcyJs, yMeHbLUeHHeM SIBJIeHHH
MeTeopH3Ma, KyNMHpoBaHHeM O6oJieli B XKHBOTE, JIHKBH-
JlallieH OCJIOXKHEHHS B BHJIE BBINAJCHUS MPAMOM KHULIKH.
Yacrora cryna HopmanusoBaiack y 80% GosbHBIX.
OrcyreTBHe HeHTPAJbHOTO JKHPa B KOMPOJOTHYECKOM
HCCJIeIoBaHHK Kana oTMeyasnoch y 70% nereit, y 80%
6OJIbHBIX YCBOEHHe KHpa nosbicHioch ¢ 54,1 g0 77%.
Y 5 jmeteit B HamMX Hab/OJeHHAX MoTpebJeHHe XKHpa
TMpPeBLICHJIO PeKOMeHJyeMoe CyToyHoe mMoTpebiieHre B
cpeaeM Ha 36%, MpH 9TOM yCBOEHHe XHpPa COCTABHJIO
B cpefHeM 85,6 % . Takum 06pasom, ¢ y4eToM CoXpaHsIoLIHXCs
notepb (okoiio 15%) ycBoeHHOE KOHYEeCTBO XKHpa COCTABHIIO
or 90 no 112% pekomeHmyemoro morpeGnenus xupa, B
cpemnem 100,2%.

Heobxonumo cobuiofaTh npaBuia npueMa (hpepMeHTOB.
[TankpeatHueckne (epMeHTHl JaloTcsl ¢ JIIOGOH MHLIEH
(BKJIIOYast CIafOCTH) ¥ MHOTHMH HaMUTKaMH (TakMMH Kak
MOJIOKO, ()PYKTOBBIE COKH C MSKOTBIO, HCKJIOYeHHEe
COCTaBJISIIOT MHHEpaJIbHble Bogbl). PepMeHTh Heo6X0AUMO
TNPHHUMATh HerocpeIcTBEHHO MepeJ el0i HJIH pacripe/IesInTb
MeXJy PasJIHYHbIMH 6J110laMH, 0COGEHHO ecsiH peGeHoK
poaro ect. 2KesraresibHO TabJIETKH M paXke MPOrJATHIBATH
LeJIHKOM, TIpPH HMX APOGJEeHHH aKTHBHOCTb MpernapaToB
pesKo CHHXKaeTCsl M3-3a MHAKTHBAlUMH B XKesyake. [1pu
NPUMEHEHHH TpaHYJHPOBaHHBIX (epMEeHTOB ApobieHHe
HeJIOMyCTHMO, Jlake HOBOPOXKJAEHHBIe AeTH OhiCTpPO
TPUBHLIKAIOT K IVIOTAHHIO MEJIKHX TPaHyl.

B cBfi3an co BceM BBILIEH3JIOMEHHBIM XOTEJNOCH Obl
OTMETHTb, YTO:

1. B oueHky coctosinusi GospHbIX MB Heo6xoaumo
BKJII0YaTh aHTPOINIOMETPHYECKHE ITOKa3aTeJIH.

2. B mpouecce aucnaHcepHOro HabJ0AeHHsI Heo6Xo-
AUMO AH(]epeHIHPOBAHHO MOAXOAHTb K Ha3HAYeHHIO
AUEeTOTeparHH.

3. JIn1s moJIHOLeHHOM KOMIIJIEKCHOH TepanuH 60JbHbIX
MB XH3HEHHO HeOOXOAMMBIMH SIBJISIIOTCS COBPEMEHHBIE
MHKPOKaICyJIHpOBaHHbIe (pePMEHTBI, IIPOH3BOACTBO KOTOPbIX
Heo6XoAuMO HanafuTh B Poccu. ‘
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TEHETHYECKHE MAPKEPBI U XPOHUYECKHE BOJIE3HHA
OPTAHOB JBIXAHHUA

Canxr-IleTep6yprekas MeAHUKHCKAs aKafieMHsl OCIEAHTNIOMHOrO 06pa3oBaHusI;
TocynapcTBeHHbIH HayuHbli UeHTP nyabMoHonorn M3 P®, Cauxr-ITerep6ypr -

GENETIC MARKERS ANDD CHRONIC PULMONARY DISEASES -
M.O.Mheidze, T.V.Ivchik, A.N.Kokosov, A.K. Freedland

Summary

In 78 patients with chronic pulmonary diseases (CPD) and in their relatives of I and II degree (38 subjects)
and in 425 donors the following genetic markers determined by 8 autosomal locuses were studied: alfa-1-inhibitor
of proteasas (alfa-1-IP), blood groups of ABO and Rh-factor systems, superoxiddismutasa, cholinestherasa (two
locuses: Che and Chey), cerulloplasmin and cerumen. The polymorphism in all investigated markers was revealed.
Correlation between some clinical sympthoms of CPD and ABO and Rh-system and between alfa-1-IP forms and
cholinestherasa variants was observed.

PesomMme

Y 78 6onbHBIX ¢ XpOHHUYECKUMH Gone3HssMu opraHos asixaHust (BO/I) u ux poncteennukos I u 11 crenexeii
poactBa (38 wenoBek), a Takxe y 425 HOHOPOB M3Y4YCHBI CJICAYIOLIME TEHETHUYECKUE MapKephl,
JIETEPMUHUPOBAHHBIE 8 ayTOCOMHBIMH JIOKycaMu: anb(a-1-uHruburop nporeas (ansga-1-MUII), rpynnsl KpoBu
cuctemsl ABO u Rh-¢hakrop, cynepokcumaucmyrasa (COJI), xonunactepasa (XD, nsa nokyca: Chey, Chep),
uepymtonnasmuH (LTT) u ywnas cepa (Crm). BeisipieH monumopdusM Mo BceM MCCIIEAOBAHHBIM MapKepaM.
[TpocnexeHsl KOppessiuui HEeKOTOpbIX KinHudeckux cumntomoB BOJ] ¢ ABO u Rh-cicremoii, anbda-1-HUIT
¢opMamMu ¥ BapHaHTAMM XOJTMH3CTEPA3.

HsyueHHI0 posin reHeTHYECKHX (paKTOPOB B Pa3BHUTHH
XPOHHYECKOH MNaTOJIOTHH OPraHOB [BIXaHHS YAeJsieTcs
cepbesHoe BHUMaHHe [11,24,26]. Buenpenue renetHyec-
KOro MNojixojia K aHaJlu3y STOH MaTOJNIOTHH MPOAUKTOBAHO
BBICOKOH YacTOTOH B MOMYJSILHH IOPaXKEHHH OpraHoB
JbIXaHH$, BJIEKYILIHX 32 co60H GoJbLIHe COLMANbHO-3KO-
HOMHYeCcKHe W MopajbHble noTepu. [IporpeccuBHo
YXYAUIAoAsCs SKOJOTHYeCcKasi CHTyalHsl NMPHBOAHT K

pa3balaHCHPOBAaHHIO CHCTEMbI TEHOTHII—Cpe/Ja U KJIHHH-
YeCKHM NpOSIBJEHHAM GOJIe3HH JlaXKe y reTepo3HTrOTHBIX
HOCHTeJIeH MYTaHTHBIX aJulesed.

INo nauubIM pasHbIx aBTopos [4,15,17,18,25], B cneuuanu-
3MPOBaHHbIX IyJILMOHOJIOrHYECKHX cTauHoHapax y 20—50%
MalHeHTOB C pPa3JHYHBIMH KJIHHHYECKHMH (opmaMu
Gonesnel opraxos abixanusi (BOJ]) npocnexusaercs B
TOH HJH HHOH (opMe reHeTHYecKass KOMIIOHEHTa B
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Yacrora amjeneit mectu gokycos (ABO, Rh u Pi, Cp, SOD, Crm) B rpynnax HabgoxeHus

ABO Rh o~1-HM Cp SOD Crm
[pynnst Hab.
pA | qB | o D d Pt l piM, | Pt l PiM, I Pt ] pif cpB | sob | crm™ | CrmD
‘ Koutpoitb 0,2972 0,1084 0,5916 0,5417 0,4583 0,7117 0,1757 0,0090 0,0901 0,0090 0,0045 1,0 1,0 0,7172 0,2828
BOJIbHBIE XOBb:
Knunnueckuit anarnos 0,3053 0,2253 0,4924 0,6465 0,3535 0,6897 0,1207 0,0172 0,1207 0,0172 1,0 1,0 0,9091 0,0909
[Tatomopconoruyec-
KHH JIMarHo3 0,5773 0,7071 0,0000 1,0000 0,0000 0,6667 0,1667 0,0556 0,0556 1,0 1,0 - —

Pa3BHUTHH XPOHHYECKOH I1aTOJIOTHH JBIXaTeJNBHOH CHCTEMBI.
B oT/iHyHe OT MOHOTEHHO HaclieflyeMOH MaToJIOTHH reHeTH-
yecKkasi KOMITOHEHTA TIpH HaHbosiee YacTO BCTPEeYaAIOLHXCS
XpOHHYECKHX Go/Ie3HsX GPOHXOB H JIETKHX OMpe/ieIseTcs
aJUIMTHBHBIM 3((PEKTOM HECKOJbKHX JIOKYyCOB, MHOXeCT-
BeHHble aJJIeJIH KOTOPBIX caMH 1o cebe He MPHUBOAAT K
naTtoJornyeckoMy (eHOTHNy, HO HMX OIpejelieHHas
KoMOHHalHA Ha (OoHe BO3JEHCTBHS IMOBPEXKAAIOLIHX
dakTopoB BHeIIHe# Cpe/ibl NaToreHeTHYECKH 3HaUHMa.

Jlnst MyJbTH(AKTOPHANbHBIX 3a60/1eBaHKH, K KOTOPBIM
MOXHO OTHECTH HeKoTopble kiauHHueckHe ¢opmbl BO/I,
XapaKTepHbI: BHICOKAS YacTOTa B TMOMYJSLMH, WHPOKHH
JMana3oH KIHHHYECKHX MIPOSIBIEHHH OT CYOKIHHHYECKHX
[0 TSKeBIX popM, (peHOMEH aHTHLMMALHMH, 3HAYHTe IbHbIe
TMOJIOBble ¥ BO3PACTHBbIE PA3JIMYMs, HHU3Kasi KOHKOpJAH-
THOCTb MOHO3SHTOTHBIX OJIM3HELOB, HECOOTBETCTBHE
MeH/IeJIeBCKMM 3aKOHaM HacJsle[IoBaHHsI. YKasaHHOe Mofuep-
KHBaeT BaXKHOCTb M CJIOXKHOCTb eHeTHYECKOro aHau3a
npu fanHo# matosoruy [16].

WccneoBanus, npoBefieHHble Ha GJH3HELOBBIX BHOO-
pKax, y6eHTeJbHO JeMOHCTPHPYIOT, 4YTO B Pa3BHTHH
HexoTopbix (popm xponuueckux BOJL yuacTByioT reHeTH-
yecKHe MeXaHH3Mbl. KMHHKO-TeHeTHYEeCKHH aHalM3 Mpo-
6aHja MMeeT 3HaueHHe JYIst PAKTHKYIOLIero Bpaya, MOCKOJIbKY
B JIOCTYTIHOM (popMe Mpe/ICTaB/IseT JaHHble O HaCJIeICTBEHHOM
Npe/IpacrioyioyKeHHH B CeMbe, WieHbl KOTOPOH HMeIOT BbICOKHH
PHCK pa3BHTHS MTATOJIOTHH JIETKHX M HYXXJAIOTCS B LieJieHarl-
PaBJIeHHBIX NPOQHIAKTHIECKHX MEPONPHATHSIX.

B TecHO¥# CBfI3H C KIMHHKO-TeHeaJlorHyeCKHM aHajH30M
HaXO/IUTCS ellle OfMH TMOAXOA K H3YYeHHIO MYJbTH(HAKT-
OpHaJIbHbIX 3a60/IeBaHHH OPraHoOB JIBIXaHHs — HCCJIeloBaHHe
accouuanuu xpornyeckux BOJI ¢ reHeTHUECKHMH MapKe-
pamu. Beicoko MH(OPMAaTHBHBIM H NMPAKTHYECKH LEHHBIM

ISl OpraHM3alMM MPOMHIAKTHYECKHX MEpOTPHSATHH B

ceMbe NpobaHja SIBJSIETCsl ONpefiesieHHe FeHeTHYeCKHX
MapKepoB, TecHo cBsisaHHbIX ¢ matorenesom BOJI. Bobiioe
YUCJIO PaboT MOCBSILLIEHO H3YYEHHIO acCOLHMailMH (eHo-
thnoB cuctembl HLA, sputpouuTtaphsix antirenos ABO,
Rh u pgpyrux, ¢eHOTHNOB O-HHTHOMTOpPa MpoOTeas H
MHOXECTBEHHBIX (pOpM TKaHeBbIX 6eJIKOB M (hepMEeHTOB
[2,10,27,28]. HUmeloTcst cooblieHHsl, YKa3blBalolllHe Ha
poatb xonuHacTepasbl (X3) ceBoporku kposu (KP 3.1.1.8.)
B XOJIMHEPrHYeCKHX Ipolieccax H obMeHe aleTHIXOJNHHA

Clin. Chim. Acta.— Vol.40.— P.153—158.

NpH IKCnepuMeHTaibHOH amaepruu [6,7,21], mpu un-
deKMoHHO-a/Ieprudeckux 3abonesanusx [17,23], a
TaKXe yKasaHHs O MOBBILIEHHOH YYBCTBHUTEJBHOCTH K
alleTHAXOMUHY Y OOJIbHBIX C HeHH(eKUHOHHOH OpoH-
xuanbHo# acTmoit [1,12,14,28]. B nauei pabore Takxke
6blJ1a IPEANPHHSTA TONBITKA BBISIBJIEHHS MYTaHTHBIX hopm
X9 Kak reHeTHYecKoro Mapkepa, HacJeJlyeMoro 1o ayTo-
COMHO-KOIOMMHAHTHOMY THITY C CHCTEMOH MHOXeCTBEHHBIX
ajnieniedl y 6osbHbIX XpoHuyeckumu BOJI.

[IpumeHsieMblii [HanasoH HccleJOBaHHH IOMOraert, ¢
HallleH TOYKH 3PEHHS, BbIIEJHTb KOMIUIEKC FeHOB, onpe-
JieJIeHHbIE aJlJIeJIH KOTOPBIX CO3/al0T 6J1arONpHATHYIO HITH
He6J1aroNpHATHYIO OCHOBY st passuthsi BOJI, B YacTHOCTH
XPOHHYECKOro GpOHXHTA.

[lepcrieKTHBHBIM SIBJISIETCS TaKXKe H3y4eHHe TOJIMMOp-
¢u3Ma HHAMBHAYANbHOH SAEPHOH M MHTOXOHAPHAJIBHOM
JIHK B cembsix, otsiromieHHbIX xponudeckumu BOJI, nns
onpeie/ieH sl MOMTHMOP(HBIX COYeTaHHH, KOTOpbIe Mpej-
pacriofiaraioT K pasBHTHIO GPOHXOJIETOYHBIX 3a60/eBaHHH.

Llenbi0 HACTOSALIETO HCCJIEIOBAaHHS IBHJIOCH H3YUeHHe
KOMIIJIeKca TIOJIMMOP(HBIX reHeTHYeCKHX CHCTeM B rpyrire
6OJIbHBIX C MATOJIOTHEH JbIXaTeNbHOH CHCTeMbI.

O6cnenoBano 78 Goabupix BOJI, B ux uuciae 42
B3POCJIBIX C XPOHHYECKHM OOCTPYKTHBHBHIM GPOHXHTOM
(XOB), cpeny KOTOPHIX B OTAEJNbHYIO TPYIIY BbieNeHbl
9 ymepunx, BospactT 39—63 rona, COOTHOLIEHHE MOJIOB
1 ¢ :09; 36 geTeil ¢ pecMpaTOPHBLIMH aJlJIepPro3aMH,
BospacT 5—16 JieT, cooTHoleHHe MoJoB 2,6 O : 19:a
takxe 38 poacTBeHHHKOB GosbHbIX fetedt | u Il cTenen
poacTBa. KoHTpo/bHYIO TPyMNNy COCTaBHIIH JAOHOPHI (425
yeJoBeK, cpeJiHuil Bo3pacT 34+3,5 rosa, cooTHOLIEHHE
nosioB 2 2 :1 o). Onpesenienre HeHOTHIIOB O.]-aHTUTPHII-
cuna (0-AT,Pi sokyc 14 ayTocombl) NpoBeieHO METOIOM
M303JIEKTPO(POKYCHPOBAHHSI B TOHKOM CJIO€ MOJHAKPHI-
amupnoro rens (ITAAT) pH=4,0—5,0 no Jeppson et al.,
(1972)". Hccaenosanue uepynonnasmuna (Cp. mokye 3
ayTOCOMBI) IIPOBEIEHO 3/IeKTPOOPeTHIECKHM METO/IOM B
7,5% TTAAT cornacHo pekomenpauusm laanb 3. u Ap.
(1982). AKTHBHOCTb CyNepOKCHIIMCMYTa3bl SPHTPOLUTOB
(SOJ1 nokyc 6/21 ayrocomsr) onpesieniena B 12% TTAAT
no meropy ['ycea B.A. u np. &977). Penoruns X
coiBopotkH KpoBu (Che 1 Jokyc 3 ayTocoMbl) BhisIBICHb!
cnekTpooTomeTpuueckumu Metofamu [9], BapuanTh
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Ta6nuuna 2

Yacrora ¢enotunos no tpem doxkycam (ABO, Rh u Pi) npu xponnueckom o6cTpyKTHBHOM GpoHXHTE

Ipynnst MM, MM, MM, MoM,

s A l >, l >, A | @, | >, A l o, ] >, A | @, J @,
o(1) 0,177 0,103 0,0 0,088 0,069 0,00 0,045 0,034 0,0 0,011 0,034 0,0
Rh+ 0,139 0,103 0,0 0,069 0,034 0,0 0,036 0,034 0,0 0,009 0,034 0,0
Rh- 0,037 0,0 0,0 0,018 0,034 0,0 0,009 0,0 0,0 0,002 0,0 0,0
A(IT) 0,223 0,206 0,167 0,110 0,069 0,034 0,056 0,069 0,0 0,014 0,034 0,0
Rh+ 0,176 0,138 0,167 0,087 0,069 0,034 0,044 0,034 0,0 0,011 0,034 0,0
Rh- 0,047 0,070 0,0 0,032 0,0 0,0 0,012 0,034 0,0 0,003 0,0 0,0
B(II1) 0,171 0,172 0,333 0,035 0,0 0,034 0,018 0,034 0,0 0,004 0,0 0,0
Rh+ 0,056 0,172 0,333 0,028 0,0 0,034 0,014 0,034 0,0 0,003 0,0 0,0
Rh— 0,015 0,0 0,0 0,007 0,0 0,0 0,004 0,0 0,0 0,001 0,0 0,0
AB(IV) 0,035 0,069 0,167 0,018 0,0 0,0 0,009 0,0 0,0 0,002 0,034 0,0
Rh+ 0,028 0,035 0,167 0,014 0,0 0,0 0,007 0,0 0,0 0,016 0,034 0,0
Rh- 0,007 0,0 0,0 0,004 0,0 0,0 0,002 0,0 0,0 0,0004 0,0 0,0

¢depmenTa, aetepMuHHpoBaHHble Che 2 jokycom, ormpe-
JieJieHbl saekTpodopeTHueckium Metosiom B 7,5% TTAAT ﬁ)].
Onpenenenue rpynn kpoBu cucrembl ABO u Rh ocy-
IIeCTBJIEHO PYTHHHBIMH CEPOJIOTHYECKHMH MEeTOJaMH.
Xapakrep ymHoi cepsl (Crm menoBas “St” unm cyxas
“I") ycTaHaBIMBAJICS BU3YaJIbHO.

CratucTHyeckass o6paboTka MpoBeJeHa C IMOMOLIbIO
HerapaMmeTpHueckoro Meroja BuikokcoHa—ManHa—
YTHH, KpuTepHUsi x* [20].

Cpean 6Gosmbhbix ¢ XOB nsyueHHble reHeTHYecKHe
CHCTEMBI TpeJCTaBJeHbl CJHeAYIOLUUMH (eHOTHNAMH :
cuctema ABO: 0(I) — 24,2%, A(II) — 39,4%, B(III)
— 27,3%, AB(IV) — 9,1%; Rh ¢akrop: Rh+ (D) —
87,5%, Rh—(dd) — 12,5%; oy-HUI1: M\iM| — 51,5%,
MMs — 15,2%, MiM3 — 15,2%, MQBMs — 12’1%/(
MZ — 3,03%, MS — SS — 3,03%. Cp” — 1,0, SOJI
— 1,0, ymnast cepa CrmS — 1,0.

Cpenu ymepiunx 6osbHbix XOB nayueHHble reHeTHYEC-
KHe CHCTeMbI ObIJIH MPeICTABJEHbI CIeAYIOIUMH (PeHOTH-
namu: cucrema ABO: 0(I)—0%, A(II) — 33,9%, B(III)
— 50,0%, AB(IV) — 16,7%; Rh ¢akrop: Rh(D)+ —
1,0; oy-UIT: MM | — 44,4%, MiM2 — 33,3%, MaM3
= 11 1% MS = 111,1%, Cp® — 1.0.-SOD =10
(Taba.1).

Pacnipepienenne MuoxectBeHHBIX opm 0-UTT GonbHbIX
XOB B cBsSI3H ¢ XapaKTepHCTHKOM IPYNI KPOBH IpeCTaB-
JsieTcsl ClIelyIoHM 06pasoM:

— rpynna kposu O(I) Rh+: M{M; — 429%, M|M; —
28,6%, MiM3 — 14,3%, MaM3 — 14,3%;

— rpynna kposu A(II) Rh+: MiM| — 44,4%, MMy —
22,2%, MiM3 — 11,1%, MaM3 — 11,1%, MS —
SS — 11,1%:; -

— rpynna kposu B(III) Rh+: MM, — 71,4%, MM,
— 0%, MiM3 — 14,3%, MaM3 — 0%, MZ —
14,3%:; :

— rpynna l((,/pOBH AB(IV) Rh+: M|M| — 66,7%, MaM3
L98300

JlanHble Ta6s.2 OTpaXKalOT MOMBITKY COMOCTABHTh
4acToThl TpexJokycHbiX (peHotunos ABO, Rh, Pi B tpex
rpynnax: A — o)KuJaeMble YacTOThI B IPYyIIIe JOHOPOB,
@) — daxTruyeckne 4acToThl B rpymnme 6osbHbIx XOB,
@y — akTHUeCKHe YaCTOTHI B IpyIIe yMepIIHX.

Heobxoaumo noguepkHyTh, 4To cpejiy 60JbHBIX HMeeTCs
TEH/IEHUMS] K CHHXEHHIO 4acTOThl HHAMBHAYYMOB K (e-
Horunam O(I) Rh+/Rh- M{M| cpesiu yMeplIHX, TeHAeHIHs
K TOBBIIEHHIO YacTOThl MHAMBHAYYMOB C (DEHOTHIIOM
B(III) Rh+ MM B 06enx noarpynnax 60/bHBIX, TeHAEHIUs
K TOBBLIIEHHIO YacTOThl HHAMBHAYYMOB C (DEHOTHIIOM
AB(IV) Rh+ M|M; B noarpynne ymepuux. HauGosee
yacThIM (eHoTHIIOM cpeau Goababix XOB okasancs B(III)
Rh+ MiM,. ¥ 24,1% 6Gonbubix XOB u y 50% ymepuiux
Jgokyc ABO copeprkan ajess B.

Takum obpasom, B obcliefjoBaHHOM rpyrnne GoJbHBIX
XOB u3 6 M3yuyeHHBIX reiieTHYECKHX CHCTEM TPH OKa-
3aJIUCh BBICOKO IMOJHMOP(HLIMH ¢ psJoM ocobeHHOCTeH
B pacrpe/ie/leHHH YacTOT COOTBETCTBYIOIHMX (heHOTHIIOB.
OueBHiHa HEOOXOAHUMOCTD YBEJIHYEHHSI TPy HaGJII0AeHUS
H o6s13aTesIbHOe HCIIOJIb30BaHHE KIHHHKO-TeHeTHYEeCKOro

Yecnosuse o603uayenu s PeHorunsl o-uHrubuTopa npoteas, Pi sokyc 14 aytocombi: MiM;; MiMg; MiM3z; MoM3; MZ;
M;ss. denorun uepynoniasmuna, Cp sokye 3 ayrocomsi: BB. denotun cynepokcnmaucemytasst spurpoiros, Kb 1.15.1.1. SO/ noxyc 21 ayrocomst:
AA. ®enotun xonunsctepassl chiBopotki KposH, Kd 3.11.8., Che 1 sokyc 3 aytocomsi: u, ua, UF, UK. denotnnsl XonuHscTepassl CHIBOPOTKH

kpou K& 3.1.1.8., Che 2 nokyc: CHE25+, CHEg5-. denoTtuns

yuo#t cepsl, Crm siokyc: Crm ST, Crm JI. denoTunsi rp)ynnbl KPOBH CHCTEMBbI

ABO snokyc 9 ayrocoms: O(1), A(1l), B(III), AB(IV). denorunsi rpynnet kpoeu Rh, nokyc I ayrocomui: Rh+ (I1), Rh— (O

e

.




aHaJ¥3a BCeX IMepeyHCJIeHHBIX MapaMeTpoB B CEMbsX
1po6aH/I0B.

Cpean 74 ucciieloBaHHBIX 4YJIEHOB cemeit ¢ BOJI B
aHaMHe3e He BbISIBJIeHbI aTHITHYHBIE 3J1eKTpodopeTHIecKHne
BapUaHTbl LIEPYJIONVIa3MHHA, CYMepPOKCHUTHCMYTa3bl H X3,

4acTOTHI aJllesiell JaHHbIX JIoKycoB coctaBuiu Cpo — 1,0,
SOJI — 1,0, Chez5 — 1,0. Ymnas cepa B uccieyeMon
rpynme pacleHeHa Kak Me/(oBas, 4acToTa Crm™ — 1,0.

B sToii e rpynrne aTHru4yHble BapHaHTbhl X9 mo Chej
nokycy BeisiBiensl y 8 (10,8%) uesnosex.

Cpenu 26 maabunkos Tpoe (11,5%) reteposurorhbie
nocurean Che” us 10 obciiejoBaHHBIX IeBOYEK — JIBe
reTepo3UroTHbIe HOCHTEJbHHLIBI STOTO XKe aJlielist U OjiHa
Che)'; cpesii o6ciieloBaHHBIX POJICTBEHHHKOB JIBE MaTepH
GBI . TeTEPO3HTOTHBIMH HOCHTEJIbHHLAMH aTHITHYHBIX
BapHaHTOB (pepMeHTa.

Y [Opst M., 12 net, cTpajaiolero peciupaTopHbiM ajlieprosom,
PONHTENH MMEJIH HU3KHI YPOBEHb aKTHBHOCTH ()epMEHTa H 3HAYEHHs
cTeneHu HHrHGHpoBaHua akTHBHOCTH X coskautoM (JIN) u dropuiom
HATpHS (FN), ceoiicTBeHHOro THMH4YHOMY Bapuanty X3. Bce Tpoe
TPaKTOBA/IMCh HAaMH KaK TOMO3HIOTH M0 THNHYHOMY ajuienio X3
(renotun Che "Chel"). OpnHako ypoBeHb aKTHBHOCTH X3 y MaTtepd
COCTaBJISII 42.5% OT 3HAYEHHH, CBOMCTBEHHBIX VISl XKEHIUHH C TaKHM
FeHOTHIIOM B JIaHHOH BLIGOpKE, a YpoBeHb akTHBHOCTH X3 y oTua —
35,5% ot sHauennit aktusHocTH y Myxuun Che" Che" renotnna B
panHoii rpynne. Bo3aMOXKHO, POJHTENH SBASIOTCS HOCHTEJISIMH JIpYroro
annelis Chel".

YacToTa reTepO3HUrOTHBIX HOCHTEJeH aTHMHYHBIX

BapuMaHTOB (PepPMCHTOB CpeAM BCeX 06cje/loBaHHBIX
" d H |

(renorunsr Cher" Cher” u Cher" Cher) 6bl1a gocToBepHo

BBILIE, YeM B KOHTPOJIE; 4acTOTa AHOYKaHHPE3HCTEHTHBIX

d
reteposuror (resorun Cher" Chel®) Takxe 6buia Bbille

(p=0,05). YactoTa reTepo3HroTHbIX HOCHTeJNeH aTH-
NHYHBIX BAPHAHTOB GbljIa OCTOBEPHO BhIlle cpeH obce-
JOBaHHBIX J€TEeH C PeclHpaTOpHBIMH aJlJIepro3amMy, 4em
B kontposte (0,01<p<0,02), T.e. HMesIa MECTO JIOCTOBEPHOCTb
pasMyMil YacTOT TeTePO3HTOTHBIX HOCHTeseH Aubyka-
MHPE3UCTEHTHOTO BApHAHTA My GOJIbHBIMH €TbMHA H
KOHTPOJIbHOH IPYMIIOH.

[Ipu aHanmm3e ypoBHsS aKTHBHOCTH X3 B 3aBHCHMOCTH
OT Hayaja peclMpaTOpPHOro 3aGoJieBaHHSl W TeHOTHIIOB
obc/leloBaHHBIX 0Ka3aJoch, YTO YPOBEHb AKTHBHOCTH
THIIHYHOTO (h)epMEHTA JI0CTOBEPHO Bbillle B KOHTPOJIBHOM
rpynmne feTei, 4yeM B TpyINIe POACTBEHHHKOB GOJIbHBIX
neteit a 29,4% (0,01<p<0,001). Tak, B rpynmne 601bHBIX
nereit (renorun Che” Che") aktuBHOCTb (pepmeHTa GblIIA
focToBepHo Bhlue (Ha 15,6%), ueM y poACTBEHHHKOB C
TakuM e reHorHnom (0,05<p<0,01). AKTHBHOCTb THITHYHOTO
hepMeHTa y GOJIbHBIX ChIHOBeH ocToBepHO Bhite (Ha 33%),
yem y ux sgopoBbix otuos (0,01<p<0,001). Yposens
aKTHBHOCTH THIHUYHON X9 y 310pOBbIX OblJ I0OCTOBEPHO
Bbillle, YeM y GOJIbHBIX PecrlHpaTOPHLIMH ajljiepro3aMH
reTepO3UTrOTHBIX HOCHTeJIeH IHOYKaHHPeSHCTEHTHOrOo
BapHaHTa (reHoTHN Cher"Cher®) na 34 u na 20%, cooTBet-
cteenno (0,01<p<0,001; 0,05<p<0,01 cooTBeTCTBEH-
Ho). MsyueHue KOppeJsILMOHHOH CBSI3H YPOBHSI aKTHB-
HocTH X3 mokasajio HalHuHe JOCTOBEPHOH I0JIOXKH-
TeJbHOH KOppeJsiiHH CHJBHOH CTENeHH MO YPOBHIO
aKTHBHOCTH (hepMeHTa B rpymnnax Mmatb—oub (r+0,75;
0,05<p<0,01); matb—cnin (7+0,61; 0,01<p<0,001),
resotunsl Cher“Cher".

s =

Beicokasi yacToTa aTHITHYHBIX BApHaHTOB X3, BHISIBJIEHHAS
B HMCCJIe/IOBAHHBIX CeMbSiX, B AeHCTBUTEJbHOCTH GoJee
3HauYMTeNbHA, NPH pacyeTe B COOTBETCTBHH C KOJOMH-
HAHTHBIM THIIOM HAacJIeJIOBaHHSA: TPOE reTePO3HIOTHBIX MO
aTHMHYHBIM aJljlesIiM feTeH, HMEIOLHX MaTepei c
“runuyHoi” X NOJYYHIH aTHIHYHLIA ajuielb OT OTLOB,
NpH 5TOM OXKHJaeMasl 4acTOTa ATHIHYHBIX FeTepPO3UTOT
yBeanuuiach 10 14,3%.

M3BecTHO, 4TO ypOBeHb aKTHBHOCTH XO HaXOmHUTCs
noji reHeTHyeckuM Kourtposiem [22,29]. Hamu BhisiBaieHo
BJIMSIHME TeHOTHNA Mareped Ha YpOBeHb AKTHBHOCTH
(epMeHTa y FOMO3HMIOTHBIX MO “THNMYHOMY' BapHaHTY
JeTel, 4YTO KOCBEHHO yKa3blBaeT Ha CXOJCTBO reHeTHYec-
KHX MEXaHH3MOB, OTBETCTBEHHBIX 32 CKOPOCTb CHHTe3a H
KaTabos113M 3Toro THa (epmeHTa. BosbHble, reTeposuroTHble
HOCHTEJIH aTHIHYHBIX BapHaHTOB X3, HMeJIH JIOCTOBEPHO
HH3KHH ypOBeHb aKTHBHOCTH (pepPMEHTa, YTO COYeTaJIOoCh
C HU3KHM CPOJICTBOM aTHITHYHBIX X2 K PasHYHbIM XOJTHHOBBIM
supaM, B TOM YHCJIe K alleTHIXOJHHY. Y UHTHIBas MOBBI-
IIEHHYIO YYBCTBHTEJBHOCTb K aLIeTHJIXOJHHY GOJIBHBIX C
pecrHpaTOpHbIMH aJ/IePro3aMH, BHICOKHH YPOBeHb MeiHaTopa
B KPOBH NpH GPOHXHAJIbHOH acT™Me H 3aMe/lJIeHHbIH MeTa-
60JIH3M €ro TMoj AeHCTBHEM aTHMHYHBIX BapHaHTOB XO,
MOYKHO TPE/IITOJIOKHTh, YTO (PYHKLMOHUPOBAHHE MYTaHTHBIX
bopM epmMeHTa ABNSETCS OJHHUM H3 MEXaHH3MOB, Orpe-
JeJISTIOLIHX 0COGEHHOCTH Pa3sBUTHS M TeueHHs GosesHew
opraHoB fibixanus. Heo6xoaumo TiaTesibHOE Hec/ieloBaHHe
9KCIIPECCHBHOCTH H TIEHOTPOITHOTO NeHCTBHSI MHOXec-
TBeHHBIX aJulesed Jiokyca Che; ¢ 1eJsbl0 BbISIBIEHHS
MHKPOCHMIITOMOB “JIaTEHTHO TEKYIMX~ 3a60/1eBaHHH JIETKHX
M MX paHHeH JHarHOCTHKH.

CaejieHHs O HaJIMYHH aTHITHYHbIX BapHaHTOB (epMeHTa
B CBIBOPOTKE KPOBH HHMBH/YYMa MOTYT GbITh HCIIOJIb30BAHBI
JJIsl OpraHU3aLMH NPOMHIAKTHYECKHX MEPONpPHATHH MO
TIPEOTBPALLEHHIO PecTIUpaTopHbIX 3a6osieBaHHil. BoisiBnenue
ATHIHYHBIX BAapHAHTOB XD MMeeT LEHHOCTb He TOJBKO
JUISt KITHHHYECKOH CHMITOMATHKH H ee KOPPeKLHH, HO H
JIsi ocoGeHHOCTeH aHecTe3HoJorHyecKoro obecneyeHHs
Takux GospHbiX. Hocuressim THnuunpix dopm X9 He
cJielyeT BBOAMTH JIeKapCTBeHHbIe TNpenaparhl, KaTabosHsMm
KOTOPBIX HET NpH yuacThu sToro depmenta [9]. Tax, npu
BBEJIEHHH CYKUMHHJAMXOMMHA (AMTHIMHA, JHCTeHOHa) Y
TAaKUX JIIOfeH MOXET pa3BHThCA MAJIHTENbHOE aIlHo3,
3JI0KaueCcTBeHHAasi THIIePTePMHS H JIpyrHe OCJIOXKHEHHS,
YrpoXKaiolife HX MH3HH TNPH OTCYTCTBHUM CIIELHAJbHO
060py0BaHHOH OrepaLHoHHONH. Bee BbisiBlIeHHBIE HOCHTEJIH
aTHITHYHBIX BAPHAHTOB (pepMEHTOB MOTYT GbITh OTHECEHbI
B IPYIIY BbICOKOTO (hapMaKoJOTHUECKOro pHCKa, B CBSI3H
C yeM MM CcJefyeT HMeTb CrelHajbHble JOKYMEHTHI,
CHTHA/M3UPYIOLIHe O BO3MOXHOH JieKapCTBeHHOH
HernepeHOCHMOCTH.

YyactHe XD B o6MeHe alETHJXOJHHA, HapyLIeHHS
XOJIHHEPTHYECKHX [IPOLECCOB NPH 3SKCMepHUMeHTalbHOM
a/JleprHH, poJib 3Toro (epMeHTa B HecleLH(pHYEeCKOM
MMMYHHTETe CO3Jal0T NPEeANOCHUIKH /I AajibHEeHIIero
u3ydeHHsl pusmosornyeckoi pyHKuHH XO H ee MyTaHTHBIX
¢opm B nartoreHese XH3JI. 3nauutesbHOe HachlleHHe
reHeTHYECKOro TMyJia ceMel aTHNHYHBIMH aJIeJISIMH,
OTBETCTBEHHBIMH 32 CHHTe3 MyTaHTHHIX (opm X3 (cemelt,
OTSrOLIEHHBIX 3a60/IeBAHHAMH JIETKHX), CBHAETECTBYET O




uesecoo6pa3HOCTH H3Y4YEHHS 3TOro Mapkepa CpejH
GOJILHBIX C MATOJIOTHEH OPraHoB JbIXaHHS H WX KPOBHBIX
POACTBEHHHKOB.

Takum o6pasom, HacTosilllee HCCJIeloBaHHE IMOCBSIIEHO
H3y4YeHHIO OHOJIOTHYECKHX MapKepoB HaCJIeACTBEHHOro
npeapacnojioxkenuss y 6oabHeix BOJI. Ilokasano, 4yTto
GoJbluast YacTh HCCJIEAOBAHHBIX TeHETHYECKHX MapKepoB
B JaHHOH BbIGOpKe TIpejcTaBjieHa MHOXECTBEHHBIMH
nosuMop(dHBIMH BapHaHTaMH. BeisiBiieHa ornpejesieHHast
CBSI3b MeXAy aTHNMHYHbIMHM aianenasmMu Chep jokyca,
annenem B(III) B siokyce ABO. Ouesupno, uto ans Gosee
3HAYMMBIX 3aKJIOYEHHH 10 acCOLHALWH TeHeTHYECKHX
mapkepoB BOJl Heo6xomuMo YBeJHUYHTb TIpymnmy Habuio-
nenus. Tem He MeHee MokKasaHo, 4To 6 reHeTHYeCKHX
ayTOCOMHBIX HeCLENJEeHHBIX JIOKyCOB, H3 BOCbMH
H3Y4YeHHBIX, SIBJASIOTCSH BBICOKO MOJMMOP(HBIMH KakK Y
GoabHbix XOB, Tak W pecnHpaTOPHBIMH aJl/Iepro3amH.
H3yyeHune reHeTHYECKHX MapKePOB, HHTHMHO CBSI3aHHBIX
C raToreHe3oM MATOJIOTHH, IOJIE3HO ISl OMNpefesieHHs
Tpynnel pHcKa OGOJIbHBIX Cpefn o6cCjefOBaHHBIX H HX
POACTBEHHHKOB /ISl IPOrHO3HpoBaHHs (/M BbISIBJICHHS)
JIATEHTHOTO H He6JIarornoJly4Horo TeyeHust 6osie3HH, Bbipa-
60TKH BO3MOXKHBIX MPO(PHIAKTHYECKHX MEPOTIPHSITHH.
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TFTETEPO3UTOTHOCTD IIO MYTAIIMHU AF508 TEHA
MYKOBHCHHMIO3A CPEIH BOJIBHBIX C XPOHUYECKOH
OBCTPYKTUBHOMU IMATOJIOTUEN OPTAHOB JIBIXAHUS

Muctutyr nyasmononorus M3 PD, Mocksa

THE HETEROZYGOSITY OF THE CYSTIC FIBROSIS GENE ON AF508 MUTATION IN PATIENTS
WITH CHRONIC OBSTRUCTIVE PULMONARY PATHOLOGY

E.[.Samilchuk, A.G.Chuchalin

Summary

The purpose of this study was investigation of the prevalence of AF508 mutation of the cystic fibrosis gene
in patients with COPD. 66 patients with COPD, 35 ones with nonobstructive pulmonary diseases and 35 healthy

volunteers were examined aged of 17—76 years.

DNK of the subjects were analysed to reveal mutations AF508 and G542X, S549N, G551D, R553X, and

W1282X additionally. The obtained results show the presence of AF508 mutation in 4 patients of COPD group,
that is 6% of the number of the latter. The frequency of mutations in the nonobstructive diseases group was less
then 1:35 (1:70 for the total number of chromosomes), that is in account with literature data. The present data
correspond to the hypothesis about the heterozygosity on pathogenic mutation of cystic fibrosis plays the certain
role in COPD pathogenesis.

PesowMme

[lenbio HacTosILLIErO MCCIICHOBAHMS OBUIO M3yYeHME 4acTOThl BeTpeyaemocTd Myrtauuu AFS508 rena
MykoBucummosa cpeau mnauueHtoB XO3JI. O6enemosaro 66 mnaumeHtoB ¢ XO3JI, 35 naumeHTOB C
HEOOCTPYKTHBHBIMU 3a00/IEBAHUSIMM OPraHOB AbIXaHUSI U 35 310poBbIX J006poBO/bLEB. BospacTHoi auanazoH
coctasun 17—76 ner.

Boun ucenepoBanbl JHK Ha npeamer Hanuyust myraumii AFS08 u nononuurtensio G542X, S549N, G551D,

*R553X u WI1282X. IlonyyeHHble pe3yabTaThl MoKasanu Hanuyue mytauun AF508 y 4 obcnemyeMbIX U3 rpynimsl
XO3J1, uto cocrasnsier 6%. Yacrora MyTaLuit B rpynie Heo6CTPYKTHBHBIX 3a60/1eBaHMI JIETKUX COCTABUJIa MEHee
1:35 (1:70 mo xpoMOcOMHOMY Habopy), UTO COOTBETCTBYET JIMTEPATYPHBIM AaHHBIM. [IpeacTaBneHHblE HaHHBIE
COOTBETCTBYIOT THUIIOTE3€ O TOM, YTO TETEPO3MIOTHOCTH IO MATOrEHHOM MYTaLUW MYKOBMCLIMAO3a MrpaeT

onpeiesieHHyIo posb B natorenede XO3JI.

Myxosucuunos (MB) — naubosiee yacTasi Hac/leICTBEH-
Has MaTOJIOTHSI OPraHOB JbIXaHHS. DTO ayTOCOMHO-peLec-
cHBHOe 3a6oJieBaHHe CBsidaHO ¢ MyTtauusmu reda CF
(cystic fibrosis), pacronoxkenHoro Ha xpomocome 7. ¥
naudeHToB ¢ MB paHHBIH reH “moBpexcieH” Ha o6eHX
XpOMOCOMaX, T.e. OHH SBJSIOTCS JHO0 TOMO3HIOTAMH
(npenTHyHas MyTauMs Ha o6GeHX XpoMocoMax), JH60
COCTABHBIMH TeTepo3HroTamM (MyTauuu HMeKTCs B O6eHX
XPOMOCOMaX, OJIHAaKO OHH PasiuyHbl). PoguTesny 60IbHBIX
¢ MB uMelOT OMH HOpMaJIbHBIH H OfHH MYTAHTHbIH I'eH
(HopmanbHble reteposurotr). I'en CF komupyer Gesok,
dopmupyiomii B MeMOpaHax SMHTeJHaNbHBIX KJIETOK Ka-
HaJIbl V151 TPAHCITOPTa HOHOB XJIopa. B pesysbrate MyTauu
COOTBETCTBYIOIIMH GesoK 160 BooOGlle He CHHTE3HpPY-
eTcsl, 1M6O ero (hyHKLUHS pe3Ko HapyuleHa. B Hacrosiee
BpeMst HueHTH(HLHpoBaHo Gosee 350 CF myTauuit, onHako
GOJIBLIMHCTBO M3 HHX BCTpevaloTcst KpaiHe pefiko. JIMuib

mytauuss AF508 npucyTcTByeT ¢ JOBOJIBHO BBICOKOH
YacTOTOH B pas3/M4HBIX paioHax mupa. ITo ycpeaHeHHBIM
JIaHHBIM Ha JIOJII0 3TOH MYTalMH NPHXOAUTCH Golee 60%
CF xpomocoM, 0IHaKO HMeeTCsl 3HaYHTeJIbHAs MeX3THHYeC-
Kasi BapuabespHocTh. Haubosee Bbicokasi yactota AF508,
nocturaiomas 80% CF xpomocom, Habmogaetcsi B HeKo-
Topbix perroHax CesepHoi Esponbl; Ha lore EBpombl sta
yacrora cocTasaset yxxe 45—50%, a cpenu apa6oB, TYpoK
M eBpeeB—allKeHasH (BOCTOYHO-EBPOMEHCKOIO MPOHCXOXK-
nennsi) AF508 Berpeyaertcest smib B 23—25% CF xpomocom.
Eme oxomo 20 CF myraummit (G542X, G551D, R553X,
W1282X u p.) MOTYT CYHTATHCS OTHOCHTEJNLHO HaCThIMH
(<1% CF xpomocom). Mx wacTota Take BapbHpyeT B
pasHbIX 3THHYecKHX rpyrmax. Cpeaid oTeyecTBEHHBIX MallH-
entoB ¢ MB nuenTHuuHEpoBaHo, 1o KpaiiHei mepe, 14 CF
myraumit [1,2,6,7,15,16, 26—28]. Ha pgomo AF508 npuxo-
murest okosio 50% wcenenoanHbix CF xpomocom. Eitie Heckoubko
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mytammii (3723delA, R553X u W1282X) Gbun HaiijieHbl
Gosee yem Ha Tpex HepozcrBeHHBIX CF Xpomocomax. Bosee
noipo6Hyio HHpopmarLio B oTHowerkH CF MyTaumii 1 cBsisas-
HOM ¢ HMMHM I1aTOJIOTMH MOXKHO HaWTH B 0630pax [4,10,25].

B xapaxTepe nopa)<eHHsl OpraHoB jibixaHus npu MB u
MpH XPOHHYECKHX 06CTPYKTHBHBIX 3a60/IeBaHHSAX JIETKHX
(XO3JI) umeercsi MHoro cxomHoro. He yauBHTeJbHO
M109TOMY, YTO TETEPO3HTOTHOCTb MO MYTaHTHOMY TeHY
MYKOBHCLH03a 6bliIa JOCTATOYHO JaBHO “3amofiospeHa”
B KayecTBe (pakTopa, nosbimaiouero puck XO3JI. Onnako
MpoBepKa STOH THIOTe3bl paHee OCJIOXKHANACH TeM, YTO
OTCYTCTBOBAJIH AOCTOBEPHBIE METO/BI ONpe/ieJIeHHsT HOCH-
testeit CF myTaumii (qarHoCTHKa reTepo3HIoT Ha OCHOBaHHH
MOTOBOrO TecTa KpaiiHe HeHafle)XHa). EUHCTBeHHOe HCKITIo-
YyeHHe COCTABJISIO HCClIeJOBAHHE POAUTEJEeH MalHeHTOB
¢ MyKOBHCLH/1030M (06MraTHEIX HOCHTEJ el MyTaHTHOTO
rena CF) [9]. IMocsiesiHee BHISIBHIIO TOBBLILIEHHYIO peak-
THBHOCTb JIbIXaTeJIbHBIX MyTeH CPe/iH JIHL HCCIe JOBaHHOM
rpynnel. HepaBree otkpbitie reHa CF u ero HauGosee
yactod myrauud AF508 npuBeso K BHeJPEHHIO B JAHar-
HOCTHKY METOJIOB MIPSIMOrO Ofpejie/IeH sl 3TOH, a 3aTeM H
apyrux, CF myrauui [17,22,23]. Takum o6pasom, uccie-
JIOBaHHE MyJIbMOHOJIOTHYECKHX GOJIbHBIX HA FeTePOSHIOTHOCTD
o MmyranTHoMy reny MB crajio peanbHbiM. K HacTosiiemy
BpeMeHH coobuieHo o6 aGHOpMaJsbHOM pacrpe/eseHHH
mytaiu AF508 cpexnu 65 ¢paHIy3CKHX NMalUHeHTOB C
XPOHHYECKoi1 GpOHXHabHOI rurepcekpelyei (6 nauueHToB
6bwtH reteposurotst o AF508) [11]. B paGore us l'epmanum,
BkiioyaBuied 10 B3pocibix 60JbHBIX ¢ PAHHHM HayajoM
XO3J1, B mByx ciyyasix 6bl1 guarHoctupoBad MB (o6a
naLueHTa okasanuch romosurotamu no AF508) u ewe 4
60/IbHBIX ObIIM HAEHTH(UIMPOBAHE! KaK reTepPO3HIoThl 110
stoit myrauuu [21]. Yactora CF myraumit, B 4,9 pasa
NnpeBbILIAIoOLIAsl OXKHAaeMylo, Gblyia BEIsIBIeHa H cpeau 29
uTanbsiHcKux GoubHbix ¢ XO3JI [20]. Caenyer, onHako,
OTMETHTh, YTO HECKOJIbKO paHee aBTOPHI MOC/eNHeH pa-
6OTbI NPUBOAMJIM HHOH pe3yabTaT: cpeau 18 maumenTos
¢ XO3JI He 6blI0 OGHApYKEHO HH OJHOTO HOCHTeJIs
AF508 [12]. Huxke Mbl pHBOAMM HALUH JaHHEIE O YaCTOTE
myTauuu AF508 cpeau mauuentos ¢ XO3JI.

O6pasupt JJHK 6111 nosyueHbl M3 KJIETOK TlepHgepH-
yeckol KpoBH oT 66 mauuenrtoB ¢ XO3JI, 35 nauueHToB
c 3a60/IeBaHHUsIMH OPraHOB ABIXaHHS, He OTHOCHLIHXCS K
XO3J1, u 35 3gopoBbix aull. BospacT o6cie1oBaHHBIX 6bl1
B uHTepBajse 17—76 ner. Bece rpvnnbl BKIOYAIH JIHLL
o6oux noJsoB. JHK Bbuigensiu ¢ iioviouibio “coneBoro”
unu “chelex” wmertomos [18,29]. Oopasusr JHK 6buin
uceseoBaHbl Ha Hanuuue myTauuu AF508 c momorbio
PCR (polymerase chain reaction) ¢ rocJie/iylolum aHaJIH30M
ammuiduuppoBanHbIX pparmentos JIHK meTosom anexktpo-
¢opesa’s noanakpuaaMuaHoM rese. Jlas amnangukanuu
¢parmenTa, BkJioyapouero cait myrauun AF508, Gbuin
ucroabsosanbl npaitvepst C16B u C16D [17]. O6pasupl
JIHK, okasaBiuinecsi reteposurotHsiMu o AF508, ponos-
HHUTEJBHO HccJiefloBajiich Ha Haauuve myTauni G542X,
S549N, G551D, R553X (11 sx3on CF rena) u W1282X
(20 skson). Amnuuduxaius ¢parmeHta 11 sk3soHa
NPUBOJMJIACH C MCIOJIb30BaHHeM HopMaJibHoro 11i—3B u
mopuduimposanHoro Mlle—5 mnpaiivepos [19]. Anasmms
PCR ¢parmeHTa Ha HaluyHe MyTalUHH OCYLIECTBJISJIH C

Puc. Hccnenosanne obpasuos JIHK na myraunio AF508 npu snek-
Tpodopese B MOJHAKPHIAMHIHOM revie.

| — rerepoauroTocTs no Mytauun AF508: ase nrxuHe nosocs HMewT pasmep 95 nu. u
98 n.H., COOTBETCTBEHHO; BEPXHHE MONOCH — reTEPOAYNAEKC; 2 — HOPMA/JbHBIA BapHaHT
(mytauns AF508 orcyrerayer): oana nosoca 98 n.u.

nomoupio RFLP (restriction fragment lengh polymor-
phism) ¢ Hernosb3oBaHKUeM cleAYOLKMX pecTpHKTas: Ddel
aas mytaupn S549N, Hincll mns myrauwin G551D u
R553X (npu Heo6XOAMMOCTH MOCJeAHHE [BE MYyTAlMH
MOXXHO 6bILIO PasiH4YUTh pecTpHKTasoit Mbol) u EcoRII
pas mytauun G542X. Ilns amnanduxauuu gpparmenra 20
5K30Ha HCMoJb3oBaNHCh paimepsl 20i—3 u 20i—>5 [30].
Hanuuue mytaunn W1282X onpegensii ¢ NOMOLIbIO
pectpukrassl Mnll. :

PCR ¢parmeHnT, BKIouaoumi cait myrtauuu AF508,
uMeeT pasmep 98 map HykmeoTHmoB (N.H.) TNpH aMIuIH-
¢ukaunn HopmasbHoro reda CF u 95 mu. B cayuvae
myTauun AF508. Ipu anexkrpodopese B nosMakpHIaMHAHOM
reJie STH IOJIOCEI MHTPHPYIOT € pa3HOH ckopocThio. Hopmaie-
Hasi TOMO3HTOTa XapaKTepH3yeTcsi OfHOH mosocod 98
1.H., a romosurora no myrauud AF508, cooTBeTCTBEHHO,
nosocoit 95 m.H. 'eTeposuroTHeI# BapHaHT HMeeT ofe
mosmocsl (98 mH. u 95 M.H.) ¥ A Hero XapakTepHo
HanuuMe retepoiymniekcoB (pucyHok). JlaHHble o pac-
npocTpaHeHHocTH MyTauuu AF508 cpenn mcciemyembix
rpynn npuBefeHsl B Tabi.1. Kak BUAHO H3 9TOH TabJHILbI,
JlaHHasi MyTalH{s OTCYTCTBOBAJa CpeJi¥ 37I0POBbIX JIHIL, a
TaKXKe MalHeHTOB C 3a60/IeBAHHSAMH JIETKHX, He OTHOCSIIHMXCS
K XO3JI. B rpynmne 6ospHbix ¢ XO3JI reTeposHrorHocTsb
no mytauuu AF508 6euta BoisiBieHa y 4 auu. Mudop-
Mallsi, Kacalollascss 3THX TeTEepO3HroT, NpHBeJeHa B

Ta6auua 1

Pacnpeaenenne myrauuu AF508 cpeau ucciaényemMbIx rpymnim

Koauuectso
lpynna NoXE Nt HOCHTENeH MYTauHH
06cAe0BAHHBIX AF508
X03J1 66 4 (6%)
3a6oJsieBaHHs JIETKHX, He ~
otHocsuuecs Kk XO3J1 35 —
3/10poBbIH KOHTPOJIb 35 —
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JlaHHbBIC O MAUMCEHTAaX, reTepo3UroTHLIX Mo myrauun AF508

Ta6anuuwa 2

Maunenr Moa Bospact Havano 3aGoaesanus Motosmit Tect DeprHasHOCTL a-l-a2:::::;cuun CeMefiHui anaMHes
1 (EJL.) MYX. 17 1 ron HOPMaJIbHBIH ? M2Z He OTAroLeH
2 (0.B.) HEeH. 26 16 net HOPMaJIbHBIH + MIM2 He OTArolleH
3 (AT) MYX. 72 24 rona HOPMaJIbHBIH k Ml MB y BryuKku
4 (HTI.) MYX. 56 19 ner He MPOBOMICS + Ml He OTAroIeH

1a6s1.2. Bce ueThipe cayyast ObUIH JONOJHHTEJNbHO
HCCJIEJIOBAHBl Ha PSA APYTHX OTHOCHTeJbHO 4acThix CF
myrauuit (G542X, S549N, G551D, R553X, W1282X),
OfIHAKO HH OJIHA M3 JaHHBIX MYTalHWH oOHapyxeHa He
6bi1a. [ToToBBIH TeCT, poBeIeHHbIH A/1s 3 U3 4 reTepO3HroT,
HH B OJHOM cJiydyae He JOCTHrajl NOpPOroBOTO 3HAaYeHlis,
TpeGyemoro /sl nocTaHOBKH AHarHosa MB. Bce yetbipe
reTepo3UroThl XapaKTepH30BaJHCh PAHHHM HayasloM 3a-
GoneBanusi. OJIMH ciryyai, TPOSIBUBLIKHCS C IePBOTro rofa
XKHM3HH, Cpasy >Xe BbI3BaJl TOJO3PEHHS IeUATPOB B
otHomweHHH MB. OpHako pesysbTaThl MOTOBOTO TeCTa,
TPOBOJMBLIEroCs B pasHble TOJIbl XKH3HH JJaHHOTO MallHeH-
Ta, Beerjia 6blIM HOPMAJIbHEL, YTO He MO3BOJISNIO [IOCTABHTh
auarHo3 MB. B pononnenne k myrauun AF508 rena CF
Mbl BBISIBHJIH, YTO 3TOT INAlLlHEHT SIBJISETCS TaKXKe rere-
POSHTOTHBIM HOCHTEJIeM MaTOreHHOH MyTauHH Z reHa
anba-1-aururpuncuHa. omMosuroTHocTh Mo ajnnenio Z,
KaK M3BECTHO, aCCOLHHPOBAHA C NMEPBHYHOH SM(pH3EeMOH
JIETKHX; KJIHHHYecKasi 3HaUHMOCTb reTePO3HTOTHOCTH O
9TOH MYTaUMH OCTaeTcsi MpeAMeTOM AMCKyccHH (3TH
BOMpOCH ocBelleHbl B 0630pax [3,8]). Hpyroi rereposu-
TOTHBIH NMALKEHT CUYHTAET, UTO ero 3aboJieBaHKe SIBJISETCS
CJIe/ICTBHEM T€PeHeCeHHOTo B MOJIOIOM BO3pacTe paHeHHS
JIeTKoro. DTOT MalKeHT HMEeET 3/[0POBYIO I0Ub, OXHAKO Y
ero BHYYKH OT 3TOH JfovepH Obll AuarHoctHpoBaH MB
(neroynast ¢opma 6es maHKpeaTHYECKOH HENOCTATOY-
HocTH). OG6pasupl KpOBH OT POJACTBEHHHKOB JaHHOTO
npo6anjga He ObIH JocTynmHbl. HHKTO W3 BBISIBIEHHBIX
reTepo3UroT He UMeJl IPH3HAKOB HEJOCTATOYHOCTH 9K30-
KPHHHOH (DYHKLUHH TOMXKeJyIOYHOH »KeJse3bl. [IpoTHB
auarHosa MB cBHIETeNILCTBYIOT TaKXkKe JaHHbIE 00 (hepTHIIb-
HOCTH, MO KpaHHeH Mepe, TpeX reTE€PO3HIOT: HalH4He
JeTeH y ABYX MaLHeHTOB MY>KCKOro 1oJia K 6epeMeHHOCTb
B aHaMHe3e >KeHLIHHBI. :

Taxum o6pasom, reTepo3uroTHocTh 1o myTaunn AF508
6bta BhisiBJeHa y 6% mnaumentoB ¢ XO3JI. B o6enx
KOHTPOJIbHBIX rpynnax myrauuss AF508 orcyrcrBoBana.
T0 03HAYaeT, YTO B ITHX TPYIINAX FeTEPO3UIrOThl BCTpe-
yaiorest pexke yeM 1:35 unauBHAYyMOB (COOTBETCTBEHHO,
yactora Myrtauuu AF508 wmenee uem 1:70 cpeau
COOTBETCTBYIOLHX XpoMocom GoubHbix XO3JI). tu
JlAHHble COMOCTABHMBI C IpHBeJeHHbIMH B 0630pe [7]
pesysnbTaTaMH CKPHHHHTOBBIX HCCJIEIOBAaHHH HOBOPOX-
AeHHBIX, npoBoguBLInXcsl B Cankt-Iletep6ypre u Kuese.
[locnesiHue BBISIBAJIH YaCTOTY reTEPO3HTOTHOCTH 110 MyTaLHH
AF508 cpenn HoBopoxaeHHBIX, pasHyio 1:40 (1:80 e
nepecyeTte Ha XpoMocoMbl). Takum 06pasoM, Mosy4eHHbie
HaMH JlaHHBle YKasblBaloT Ha Oojiee uyeM JABYKpaTHOe

ysesinyeHHe yactoThl AF508 cpenu mauuentos ¢ XO3JI.
Kasanoch 6bl, 4TO 3TOT pe3ysibTaT OAHO3HAYHO CBHJE-
TeJIbCTBYeT O TIpe/IpacrooXXeHHOCTH reteposurot rno CF
myTauuu Kk XO3JI. OnHako npexje yem AejiaTh OKOHYa-
TeJIbHbIH BBIBOJI, HAM XOTeJIoCh Obl NPHBJeYb BHUMaHHE
K BOMPOCY MocTaHOBKH juarHosa MB. Kak wu3BecTHo,
KpaeyroibHbIM KaMHeM B [OCTAHOBKe 3TOro JAHarHosa
sBJIsIeTCS MOTOBBIH TecT. OiHAKO NocJie BHeAPEHHUS NPSIMBIX
meToz0B onpesesnerust CF MyTaupit GblH onHcaHbl TaLHeHTbI
¢ KauHuKoH MB u myrauusivu B o6oux resax CF, Ho Tem
He MeHee C HOPMaJIbHBIMH MJIM Ha YPOBHE MOPOTrOBBIX
3HauYeHHsSMH I0TOBOTrO TecTa. Tak, B paboTe [21]ponncaﬂ
B3pOCJIBIH MAlHeHT C AHCCeMHHHPOBAHHBIMH GPOHXOIK-
TasaMH OOOHMX JIETKMX, OKa3aBLIHHCSI FOMO3HMTOTOH IO
AF508 ¢ HopManbHBIM MOTOBBIM TecToM. JlaHHOe Habio-
JeHHe, TO-BHIUMOMY, OTHOCHTCS K Pas3psily Ka3yHCTHKH,
TaK KaK 3TO eJHHCTBEHHBIH cJjy4all cpeiu ThICAY
romosurotHeix no AF508 Gosbheix MB. Opnako s
HEKOTOPbIX PeJKHX reHeTHYeCKHX BapHAHTOB HOPMAJIbHBIH
TIOTOBBIH TeCT MOXKeT ObITb ¥ 3aKOHOMepHOCThIO. K uneay
TaKMX BapHaHTOB oTHocHTcsl MyTauust 3849+10kb, xoro-
pasi 6blsia BriepBbIe BbISIBIEHA B TOMO3HIOTHOM COCTOSTHHH
y 19-neTHel MaKHCTaHCKOHM AEBYIIKH CO CPaBHHUTEJBHO
MSITKHM TeYeHHeM JIErOUHOro 3a60JeBaHHS H HOPMAIBHBIM
notoBeiM TectoM [14]. DroT pesyabTaT OblI MO3[HEe
MOATBEPXKAeH B HcciaefoBaHWH 15 mauweHtoB ¢ MB,
reTeposUroTHeIX Mo Myrauuu 3849+10kb [5]. ¥V naru us
STHX MalMEeHTOB Ha BTOPOH XPOMOCOMe MPHCYTCTBOBaJa
myTtauus AF508, eue y nsath — W1282X u y ogHoro —
G85E; y ueTblpex maluueHTOB BTOpas MyTalHusl He Gblia
unentTHduumposana. ¥ nsatu (33%) nauuenToB mKaHHOH
rpynnbl (¢ KaKMM KOHKPETHO TeHOTHIIOM He YKasaHo)
MOTOBLIH TECT He MPEeBbILIA] HOPMaJbHBIX 3HaYeHHH. MB
C HOPMaJIbHBIM 3HaYyeHHeM [OTOBOrO TeCTa Obls BhISBJIEH
TakXe y JIByX cecTep — romosurot mo mytauuu G551S
[24]. TToporosbie 3HaueHHs MOTOBOTO TecTa MPH HAJIHIHH
KJIMHHYECKOH KApTHHBI, CXOAHOH C MYKOBHCLHIO30M,
ObuTH OOHApYXKeHbl TaKXKe Yy OJHOrO MalKeHTa C TeHo-
tunom AF508 /P67L u ByX NMalHeHTOB, FeTePO3HTOTHBIX
no myrauuu R117H [13]. Takum o6pasoMm, npuseseHHble
Bhille JaHHble YKasbiBaloT Ha cyuwecrBoBaHne CF
MYTaUM#, KOTOpble, He Hapyllasi TpaHCIopTa XJopa B
SMUTEJHANbHBIX KJIEeTKaX MOTOBHIX XKeJie3, TeM He MeHee
BBISBIBAIOT MATOJIOTHYECKHE MPOILeCChl B IPYTHX OpraHax.
DTo 03HaYaeT, YTO HOPMaIbHBIH MOTOBbIH TECT HE MO3BOJISIET
uckmoynts MB co 100% BepositHocTbio. [lpsimasi e
JleTeKUHs MyTalMi Mo3BoJisieT AuarHocTHpoBaTh MB
JIHLIb TIPH 06HApYXXeHHH MyTalHH Ha 06eHX XpoMocoMax.

4 3ak. 737



Kak, ofHako, HHTeprpeTHPOBATh Te CJIy4aH, Koria BTOpYIO
MyTaUMIO He yjaaeTcsi HaeHTH(HUHpoBaTh? OTCyTCTBHE
YEeTKHX KpPHTepHeB Bbi3blBaeT NPOTHBOpEYHBbIE TPakK-
TOBKH 110 CYTH CXOAHbIX pe3yJbTaToB. Tak, BBLICOKYIO
yactoty MmyTtauuu AF508 cpemn B3pocibix GOJbHBIX €
XO3JI aBTOpBl 0fiHOrO HAGJIOAEHHSI TPAKTYIOT KaK HallH-
YHe HeJHArHOCTHPOBaHHBIX ciyyaes MB [21]. B anaiio-
rHYHOH paboTe APYrHX aBTOPOB MOBBHIIIEHHAasi 4acToTa
MYTaUMH TPaKTyeTCsl yXe KaK JI0KasaTeJbCTBO BOBJle-
yenHoctH rena CF B XO3JI [20]. MoxHo Takxke
ynomsinyTh pabory [5], moarBepxaaBuyio ciaGoe
Bausuue wmyrtauun 3849+10kb Ha noToBHIH TecT.
HuTepecHo, YTO BCce MalHeHThl B 9TOH paboTte paccMart-
PHBAIOTCSI KAK COCTABHBIE MeTePO3HIOTHI, XOTS (PaKTHIECKH
y 4 U3 HUX BTOpasi MyTalLHs He orpejelieHa (B coueTaHnu
C HOpPMaJIbHBIM [OTOBBLIM TECTOM TaKoe OIpejiesileHHe

FeHOTHINa He INpeiACTaBJIIeTCH CTOJIb YXK 6eCCﬂ0prlM).'

BosBpaluasich K HalllMM MalHeHTaM, HaM KaXxeTcsl, 4To B
COBOKYMHOCTH MMeloluyecsi JaHHble (BO3pacT NnalueHToB,
HavaJsio 3a6oJieBaHHsl XOTS H B MOJIOJIOM, HO He JIeTCKOM
BO3pacTe, (pepTHJILHOCTb U HOPMAJbHBIH MOTOBBIH TECT)
CBH/ETEJNbCTBYIOT B MOJIb3y TOro, YTO TpPOe M3 HHX
SIBJISIIOTCSl HOPMaJIbHBIMH HocHTeasiMi MyTauuun AF508.
YerBepThli cayuai npejacrasisiercs 6osee CJ0XKHBIM AJIs
unTeprnperauuu. [lomumo mytauuu rena CF, maument
MMeeT MaToreHHbIH ajuiesb Z reHa ajbga-l-aHTHTPHIICH-
Ha. MmeeT /1M 3/1ech MecTO “coyeTaHHe YCHJIMH~ ABYX
neekToB B OTHOLUEHHH JieroyHoH TKaHu? Mim Bce xe
JIaHHBIH TIaLMEHT SIBJISIETCSl COCTABHOM reTE€PO3HroToH ¢
pelKoil M AaTHMHYHOH B OTHOLIEHHH IIOTOBOTO TecTa
BTOPOH MyTauHeH?

B sakimoueHne HaM XoTeJsloch Obl OTMETHTb, YTO HECMOTPS
Ha YMNOMSIHYTble BbIlle CJOXHOCTH, HMelliHecs B
JuTepaType AaHHble H pesyJbTaThbl, NpeJACTaB/eHHble B
JaHHOH cTaThe, B GoJbllel CTEMeHH COOTBETCTBYIOT
THIIOTe3e O TOM, YTO TeTepPO3HTrOTHOCTh IO MaTOreHHOH
mytauuu reda CF urpaer onpegenennyio posab B XO3JI.
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OBBEKTUBHbBIE KPUTEPHUU TUATHOCTUKHU BPOXKJIEHHBIX
IIOPOKOB PA3BUTHUA BPOHXOJIETOYHOW CUCTEMBI ¥ JIETEU

Mockosekuit HUH nenuatpun u netckoit xupyprion M3 PO, TlepMekuit MeAHUMHCKHIT MHCTHTYT

OBJECTIVE CRITERIONS OF DIAGNOSTICS OF INBORN ANOMALIES AND DEFECTS OF
BRONCHOPULMONARY SYSTEM GENERATION IN INFANTS

E.A.Gaidashev, V.N.Novikov

Summary

Signs of diseases were investigated in 122 patients with inborn anomalies and defects of bronchopulmonary
system generation and in 407 patients with chronic bronchopulmonary suppurations complicated with acute
pneumonias and foreing intrabroncheal bodies staying for a long time. The material was analysed with nonparametric
statistics of Wald. The following sympthoms are to be considered diagnostically significant: endoscopic signs of
chondral structures displasia, polycystosis, mouth ectopia, the bronchi branching impairment, and combination
with defects of other organs and systems.

PesomMe

Msyyenbl npusHaku 3abGoneBanust 122 GONBHBIX ¢ BPOXACHHBIMM AHOMAIMSMHM M TTOPOKAMM PA3BUTHSI
6poHxosieroyHoH cuctemMbl ¥ 407 MaLMEHTOB C XPOHUYECKUMM OPOHXOJIETOUHBIMU HATHOCHUSIMHU, OCJIOXHCHHBIMU
OCTPLIMU TTHEBMOHUAMM M JUIMTENIbHOJICXKAIUMMY MHOPOAHBIMU TemaMu OpoHXoB. Matepuan obpaboraH ¢
TTOMOLUBIO HEMapaMeTpUYeCKoi cTaTucTHueckKoi npoueayps! Banpaa. JAuarHocTuecKu 3HAYMMBIMM CUMITTOMaMH
MOXHO CYMUTATh 3HAOCKOMUYECKUE TPU3HAKH AUCIUIA3UM XPSILLEBBIX CTPYKTYP, MOJMKUCTO3, SKTOMMIO YCTHEB U

HapyllCHUE BETBJICHUST GPOHXOB, a TAKXe COMETAaHWE C BPOXIAECHHBLIMH TMIOPOKAMH JPYTHX OpPraHOB.

B Hacrosiiee BpeMsi pe3ko BO3pocia aKTYalJlbHOCThb
npo6JieMbl. BPOXK/IEHHBIX ITOPOKOB Pa3BHTHA GpoHXoJe-
TOYHOH CHCTeMbl, KOTOpast 06yCJIOB/I€HA 3HAYHTENbHBIM
POCTOM YaCTOTbI STOH MAaTOJIOTHH, BHICOKOH CMEPTHOCTHIO,
TSDKECTBIO TeYEeHHUS U PaHHeH MHBAJMH3aLHeH GOJbHbIX.
Hecmotpst Ha uHTepec, nposiBiisieMblil K 3TOH npobJeme,
OTCYTCTBYIOT YeTKHe KPHTEPHH JAHATHOCTHKH MOPOYHOTO
pa3sBUTHS OPOHXOJIErOYHOH CHCTEMbl Yy JeTeH paHHero
BO3pacTa.

[lenb HacTosiLleit paboThl — MaTeMaTHYeCcKoe 060CHO-
BaHHe KPHTepHeB [HATHOCTHKH BPOXIEHHBIX MMOPOKOB
Pa3sBHTHA OPOHXOJIETOYHOH CHCTEMbl Y JeTeH.

Msyuensl mpuaHaku 3aGoseBanusi y 122 GosbHEIX B
Bo3pacTe OT 4 gHe# 10 14 neT ¢ BpOXKAEHHBIMH MOPOKaMH
pasBuTHsI 6poHxoseroyHoit cuctemsl (I kiace) u y 407
MalHeHTOB, HMEIOIHUX CXOAHYIO KJIHHHKO-PEHTIeHOJIOTH-
yeckyio kaptuHy (II knacc). B [ knacce y 2 BuisiBIeHa
areHesus Jierkoro, y 2 — aruasus Jjerkoro, y 30 —
KHCTO3HAsl THIOMNJa3Hs JIErKOro” WK ero Joju, y 5 —
MOJIMKKCTO3, y 3 — TNpOCTasi THIOMJIA3Hs HAOJH JIETKOro,
y 13 — kucra jierkoro, y 32 — Tpaxeo- 1 6poHXOMaSLHS,
y 13 — coyeranne GpoHXOMalISIIMK W THIOMUIASHH, ¥ 3 —
9KTOMHSI yCTbeB JOJIEBBIX OPOHXOB, Y 3 — BpOXJAeHHas!
JobapHast smdusema, y 15 — sKkcnupaTopHbIi CTEeHO3
TPaxeH W TJIaBHbIX OpOHXOB, y | — GpOHXHOJIKTATH-

yeckasi smpusema Jlemke. Bo II knacce y 201 6osbroro
B Bo3pacTe OT 2 1o 14 Jer BbIsIBJIeHbl XPOHHYECKHE
6poHXoJIerouHsle HarHoeHHus, 3 Kotophix y 111 — nedop-
MHpYIOWHH OGpoHXHT, ¥ 88 — OpOHXO9KTa3bl H y 2 —
XpoHHuecKH# abeuecc Jserkoro; y 168 nauueHToB B Bospacre
ot 14 gHe# go 9 JleT AHArHOCTHPOBaHA OCTpasi HeclelH-
(Hueckass MHeBMOHHs, KoTopast y 97 ocCJOXHHJACh
JIETOYHO-TIJIEBPAJIbHOH JecTpyKuueH, y 57 — arelsek-
Ta3oM Jierkoro, a y 14 artejiektas W JecTpyKUHSI coye-
tanuch; y 38 nereit B Bospacte ot 6 mecsiues o 12 net
HaHJeHbl CBOEBPEMEHHO He yJlajieHHble HHOPOJHbIE TeJa
GpOHXOB, KOTOpble MaHH(ECTHPOBAH KJIHHHKOH 3aTSKHOH
TIHEBMOHHH HJIH XPOHHYECKOTr0 6POHX0JIErOYHOrO HarHOGHHSI.

O6ocHoBanueM oT6opa GosbHbIX Bo Il Knmace cayxuna
HIEHTHYHOCTb KJIHHHKO-DEHTTeHOJIOTHYeCKHX NIPH3HAKOB
psifia BPOXKIEHHBIX H NPHOGPeTeHHBIX 3a60/1eBaHHH JIerKHX.
[IpuMepoM TOMY MOTYT CJYXHTb XpOHHYecKHe GpoHXo-
JIEroYyHble HarHOEHHsl MEePBHYHOrO U BTOPHYHOTrO reHesa,
BpOXJeHHasi ¥ TpHOGpeTeHHas JerouHble KHCTbI, Har-
HOMBILASICS BPOXAeHHass KHcTa M abclecc Jierkoro,
THIONJIa3Hsi H MeTarTHeBMOHHYECKHH aTeJsleKTa3 JIero4HoH
TKaHW y JeTedl paHHero Bo3pacrta, GpoHXoMassUMs H
HHOpOJIHOe Tejlo GpPOHXa H JApyrHe.

Marematnueckasi 06pa6oTka NpOBOHJACh Ha OCHOBE
HernapaMeTpHYecKOl CTaTHCTHYeCKOH npoueaypsl Banbaa.
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Puc.l. Pentrenorpamma rpyauoit kaetku Gosbtoro I, 2 nepenn.

@ — OJHOPOAHOE HapylleHHe BO3IAYUIHOCTH nepxucﬁ JIOAH NPaBOro JETKOro ¢ yMeHbleHHeM e¢ obvema. 6 — wepes 3 wenean COXPAHACTCH OAHOPOAHOE HAPYLICHHE BO3AYUHOCTH Bepxueﬁ nonu
MpPasoro Jerkoro ¢ ymeHblucHHem ee 06beMa ~— NORO3PEHHE HA FHNONAAIHIO Mpxueﬁ JO/IM Npasoro Jierkoro. KPOME IToro y Goavlioro Gbiaa BLABAEHA 6ponxom:umuuu BepxHenoaenoro 5p0llxa

cnpasa.

Jlaunble 0 KaXoM G0JIbHOM MEpeHOCHJIHCH Ha (popMaJiH-
3oBaHHyI0 HeTopuio Gosesun (PUB), copepxkarryio 109
rpajaumii 41 npusHaka. YUHTHIBAIOCH YHCJIO HABJIOCHHI,
MMEIOLINX AaHHYIO rpaflaliiio MPH3HaKa, onpeieJisiach ee
YacTOTa — OTHOLIEHHE KOJIM4YecTBa HabJI0IeHHH C IaHHBIM
BapHaHTOM K CyMMe BceX HabJioJileHHH 3TOro rnpusHaka
B JlaHHOM KJacce. JIuarnoctuueckuit kosdduupent (1K)
oTIpefie i 1o opmyie:

P
ﬂK-lOIglopz,

rae P; — yacToTa rpajialiii NpH3HaKa cpeid Hab/moleHHH
I knacca, P2 — o xe ans Il xnacca. MudopmaTuBHOCTD
rpagauuu (/) paccyuThIBajiy 10 (opmyJie:

RSl

——=§11K(P1—P2).

!=51gP2

HHpopMaTHBHOCTD NPH3HAKA ONPEAe/siId KaK CyMMYy
vH(popMaTHBHOCTEH Bcex ero rpagauuid. CHMNTOM CyH-
Tancst uH(popmaTHBHEIM npu J=0,25; 1K>2,0 [1].

Puc.2. I'nctonoruyeckuit npenapat peseuHpoBaHHOro npaBoro
Jierkoro GoJIbHOTO C JMAarHO30M: KHCTO3HAsl THIOMJIa3Wsi MpaBoro
aerkoro. Muxkpodoto X 40. KonnaGuposaublii cy6eermeHTapHblit GpoHX,
JIMUICHHBIH XpsilleH. >

[Mpunapgnexxuocets K I mam Il knacey ycraHoB/ieHa Ha
OCHOBAHHH JJIHTEJIbHOrO HaGJIOfEHHS, PEHTTeHOOPOHXO-
Joruyeckoro obcJsieloBaHusi B JAMHAMHKE, pe3yJ/bTaToB
FHCTOJIOTHYECKOTO Hcc/lefloBaHHsl onepalonHoro (62) u
aytoncuitnoro (10) MaTepuasa ¢ yyeToM JaHHBIX COBpe-
MeHHBIX HcchenoBaHuit [2,3]. DkcneprHas oueHka
OCYLIECTBJISVIACh KBAJH(PHIHMPOBAHHBIMH MyJIbMOHOJIOTOM,
PEHTTeHOJIOTOM, SHIOCKOIHCTOM, TOPaKaJbHBIM XHPYProM
1 Mopdosiorom.

B pesyabraTe HCCle[lOBaHHS BBISIBJIEHO, YTO GoJib-
LIHHCTBO TPH3HAKOB aHAMHe3a, KJIMHHYECKOro, PeHTre-
HOJIOTHYECKOTO U GPOHXOJIOrHYeCKOro obc/ieloBaHHH He
SBJSIIOTCS. HH(OPMATHBHBIMH B IMarHOCTHKE BPOXKAEHHBIX
MIOPOKOB Pa3BUTHSI GPOHXOJIEFOYHOH CHCTEMBI.

MHpopMaTHBHBIMH MOXKHO CHHTATh [Ba MpH3HaKa:

1. Hannure o6beMHOr0 yMeHbLIEHHSI YacTH JIerKoro
Ha peHTreHOTPaMMaX, BHITIONHEHHbIX B iuHamuKe (puc.1).
AK=2,0; J=1,54.

2. OTcyTCTBHE YTOJILEHHS TIIeBPbI, BO3JlyXa HJIH BBINOTA
B TuIeBpanbHol nosoctH. JK=3,4; J=1,56.

Hanuyue WjiM OTCYTCTBHE OJHOIO H3 STHX CHMIITOMOB
1103BOJISIeT Paclio3HaTh MPHHAIEXKHOCTh 3a60JeBaHus K
I wan Il xaaccam ¢ morpemHoctbio > 20%. Croiikoe
06beMHOe yMeHblIEHHEe ydyacTKa JIerKoro W OTCYTCTBHE
TJeBpajibHbIX M3MEHEHHH MOTYT CJyXXHTb TOJIbKO OpH-
eHTHPaMH, TMO3BOJISIOLUMH 3al0J03PHTh. BPOXK/EHHBIH
MOPOK Pa3BUTHS JIETKOTO.

BbiCOKOHH(OPMATHBHBIMH [PH3HAHBI YeThIpe NMPH3HaKa:
1. DHpgocKoNHYecKHe NPH3HAKH AMCIIIa3HH XPSILIeBbIX
CTPYKTYp OpOHXOB — JMCTOHHMSI M KOJUIAliC OpraHa,
HeBO3MOXKHOCTE Au(depeHuupoBku Xxpsiei. [JK=24,8;
J=15,8. DToT npH3HAK KOPPEJNHPOBaJ C JaHHBIMH
rucTosornyeckoro uccaegosanus (puc.2) B 100%

cly4aes.

2. Hanuume B 30He MopaXkeHHsi KHCTO3HbIX MOJIOCTEH
pasjMYHbIX 110 MOP(OJOrHH — TMOJHKHCTO3 (puc.3).
J1K=18,5; J=2,54.

3. DKTONMHS YCTbsl M HapylIeHHe BeTBJIeHHs] GPOHXOB
(puc.4). AK=12,6; J=1,08. :
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Puc.3. Bponxorpamma npasoro Jerkoro GosbHoro B., 4 roja, Kotopas
JIIOCTPHPYET peHTreHorpaduueckyio Haxoaky. B nuxHeit jiose npasoro
JIerkoro Ha (hoHe MEILKOBHAHBIX pacllipeHui cyGeermeHTapHbiX 6poHxoB
HMeeTCst TOHKOCTEHHas KHeTa 6oJbIIMX pasmepoB (MoNHKHCTO3).

4. CoyeTaHue C BPOXKIEHHBIMH TMOPOKAMH JAPYrHX
opraHoB u cucrem. JK=15,4; J=1,10.

Hasnuuue WM OTCYTCTBHE OJHOTO M3 NMpPHBEAEHHBIX
NpU3HAKOB MO3BOJIIET Paclo3HaTh NPHHAAJIEKHOCTh
saboseBanus K [ niu Il knaccam co cieayioniei norpei-
HocThlo: npusHak 1 <0,5%, npusnak 2 <2%, npusHak
3 <5%, npusHak 4 <5%. DT0 NMo3BOJISIET C BHICOKOH
CTeneHbl0 JOCTOBEPHOCTH OMNpeJesHTb MpHHALIexK-
HOCTb K TOMY WJIH MHOMY Kiaccy 3aboseBanuii. Coue-
TaHWe JBYX MEepPEeYHCJEHHBIX CHMITOMOB Yy OJHOTO
60JbHOTO CHHXKAeT MOTPeIlHOCTh MPH pacro3Ha-
BaHHH MAaTOJOTHYECKOrO Mpoiiecca JIo 0,1%. Oco6oe
3HaYeHHe MPHOGPETaloT JlaHHEIE JIPH3HAKH TPH BEpH-
(uKaUMH MPUHALIEHKHOCTH BPOHXO0JIEroYHOro mpolecca
y JieTeil paHHero BO3pacTa H HOBOPOXKAEHHBIX H3-32
HU3KOH WHGOPMATHBHOCTH OpoHXOrpapuu y 3THX
MalHEeHTOB H CJOXHOCTH HCCJEJOBAaHHSI COCY/OB

JIETKHX.

Puc.4. Bponxorpamma nesoro sierkoro Goashoit C., 8 Jsiet, koTopas
HJIIOCTPHPYET SHIOCKONHYECKYIO HAaXOAKY.

Bi—2, B3, Bs—s otxomaT oT semoro rsaBHoro GpoHXa pasjiefibHO.
Bepxusist 10151 JIeBOTO JIETKOro yBejiHueHa, CBepxnpospaisa — JiobapHast
amusema.

B bl B0 1 B

Hannune supockonuyeckuX NMPH3HAKOB AMCILIA3HH
XPSILEBBIX CTPYKTYP, NMOJHKHCTO3, SKTOMHS YCTbEB HJIH
HapylIeHHe BeTBJIeHHs] GPOHXOB, coueTaHHe ¢ MOPOKAMH
pa3sBHTHSI JIPYTHX OPraHOB M CHCTeM MO3BOJISIOT IPH
HaJH4YHH OJIHOTO CHMIITOMA pAaclO3HaThb BPOXJAEHHbIH
TIOPOK Pa3BHTHA OPOHXOJIETOYHOH CHCTeMbl Y GOJIbHBIX,
BKJIIOYasi HOBOPOXKJEHHBIX H JleTeH paHHero Bo3pacra, ¢
BeposiTHocTbio 95,0—99,5%. Couetanue ABYX STHX
TIPU3HAKOB IMOBbILIAET TOYHOCTb JHATHOCTHKH JI0 99,9%.
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TEHETUYECKHWE MAPKEPBI KPOBH ¥ BOJIbHBIX
TPUIIIIOM U OP3, OCJIO2KHEHHBIX TIHEBMOHHUAMHU

Hayumo-uccnefosarensckuit HHCTHTYT rpunna PAMH, Caukr-Tletep6ypr

BLOOD GENETIC MARKERS IN PATIENTS WITH PNEUMONIA-COMPLICATED INFLUENZA
AND ACUTE RESPIRATORY DISEASE (ARD)

V.A.Isakov, L.M.Tsybalova, L.A.Zherbina, M.G.Shamanova, Ye.B.Chepik

Summary

Distribution rates of blood genetic markers (antigens of ABO- and HLA- systems) have been evaluated. The
study results obtained among 119 patients with severe influenza and ARD forms arc presented. It was found that
in patients hospitalized during influenza A epidemia HLA—BS8 and A(IT) blood group antigens predominated. A(IT)
blood group antigens were registered more frequently in patients with confluent pneumonia than in ones with local
pneumonia (51.3% and 28.2%, respectively); HLA—B8 antigens were registered near 3 times less frequently in
confluent pneumonia patients than in local pneumonia ones (5.6% and 18%, respectively).

Pesiome

TTpe/icTaBACHBI IAHHBIE M3YYCHHsI YaCTOTBI PACTIPE/e/ICHUST TeHETHYECKUX MapKepPOB—AHTUTEHOB CHCTEM
ABO 1 HLA cpenu |19 rocnuranusipoBaHHBIX GONBHBIX ¢ TsDKeIbIMU opMamu rpumnmna 1 OP3. BeisisieHo, uto
cpeau GOJLHBIX, TOCMUTAIM3UPOBAHHBIX B IEPHOJ SMMACMHUii rpunma A npeobnanann HockuTenu aHTureHoB A(l I)
n HLA-BS. Cpenu GONBHBIX CAMBHBIMM TTHEBMOHMSIMM JIOCTOBEPHO Hallle, YeM Cpeiu GONBHBIX OYaroBbHIMU
NHEBMOHHSIMH, BCTpeyasiach BTopas rpynmna kposu (51,3% nportus 28,2%) u B 3 pasa pexe antureH HLA-BS

(5,6% npotus 18,0%).

KnuHuKo-reHeaslorHyeckie HCCJIeIOBaHUS MOCAeHHUX
JIeT BHISIBHJIH CYLLECTBEHHOe BJHSHHE TreHeTHUeCKHX
(paKkTOpOB Ha pa3BHTHE XPOHHUECKHX HecrenH(pHIeCKHX
3a6oJsieBaHUM JIETKHX, NOsIBJIeHHe 06CTPYKTHBHOTO CHH-
JApOMa, TSPKECTb H MPOIOJ/IKHTENbHOCTh BOCIIANHTEbHbIX
npoueccoB B GpoHxax M Jerkux. [lo gaHHBIM pasHBIX
aBTOPOB, OTSrOLIEHHasl HacJeJCTBEHHOCTb OTMeyaeTcs
y 20—52% G6oMbHBIX PeLHAMBHPYIOLHMH HJIH XPOHH-
YeCKHMH THEeBMOHHSIMH, TsKejoe TeyeHHe GoJiesHeH
JIerkux B 6 pas yallle HMeeT MecTo Y JIHIL C OTSArOLIeHHBIM
ceMeHHbIM aHaMHe30M, ueM Yy 6oJIbHBIX ¢ 6JaromnpH-
ATHBIM (oHOM. Hmelomasica JauTepaTypa Mo 3TOMY
Bornpocy o6o6lieHa ¥ NpoaHalH3HpOBaHAa B MOHOrpa-
¢uu nox pepaxuueit A.T.XomeHKo FS].

HacaencTBeHHast npe/ipacnosioXKeHHOCThb peaiusyeTcst
yepe3 pasJMYHble MEXaHH3MBbl, B TOM YHCJe yepes
HEKOTOpble FeHeTHYECKH JeTepMHHHPOBaHHbIe (PYHKLHH
6pouxonerounoro annapara [1,10], a Takxe oco6en-
HOCTH HMMMYHHOIO pearupoBaHHsl Ha HH(]eKIHOHHbIE
arentsl [9]. C ToukHM 3peHHsi MOCJEHEro MOJNOKEeHHS
0co6bli HHTEpeC KaK reHeTHYecKHe MapKephbl pe/icTaB-
asiioT aHtureHsl cucrembl HLA, KoTopbie mpHHHMAWOT
HEMOCPeICTBEHHOEe yyacTHE B paclo3HaBaHHH 4YyXe-
POJAHBIX aHTHT€HOB, B KOONepauuu JUMPOH/IHBIX KJIETOK
B rpoliecce HMMYHHOrO OTBeTa, B IHTOTOKCHYHOCTH H AP.

[eHeTHYecKHe MapKepbl KPOBH, Hapsily C CeMeHHbIM
aHaMHe30M, MOTYT CYIIleCTBEHHO NOMOYb B OIpeJiesIeHHH
TPYII pHCKa Pa3BHTHS XPOHHYECKHX 3a60/IeBaHHH JIETKUX
H TSDKECTH Te4YeHHsI OCTPhIX 3aboJieBaHMH GpoHXxoue-
ro4yHOro arnrapara. >

3ajgaveit HacTosilled paboThl SIBJISIJIOCH H3y4yeHHe
BO3MOXKHOH cBsisu aHTureHoB cucteM ABO u HLA c
TSXKECTbIO M XapaKTepoM TeYEeHHsI OCTPbIX ITHEBMOHHH.

[Tox kAMHHYeCKHM HabaogeHHeM Haxoauauch 119
GoabHBIX (84 MYXUHHBI U 35 XKeHLIUH), TOCTHUTAIH3HPO-
BaHHBIX B CTALMOHAP B pa3Hble CE30HBI I0/la C IHarHo3aMu
rpunn uan OP3 — 12 d4enoBek, ocTpasi ovarosas
NHeBMOHHS — 54 yesioBeKa M CJIMBHAsH THEBMOHHST — 53
yesioBeKa. BospacT rocnutainsnpoBanHbiX 6osbHEIX 17—64
roga. ¥ 100 GosbHBIX C LieNbIO OnpefieJIeHHs] STHOJIOTHH
3a6osieBaHUsT OblJIH COOpaHbl MapHble CHIBOPOTKH KPOBH
M HCCJIe[IOBaHbl B peaKlUHH CBSI3bIBAHHS KOMILIEMEHTa C
authredamu Bupycos rpunna A(HINI u H3N2), B,
pecniupatopHo-cunuuTHaabHoro (PC), aneHoBHpycoB H
MHKOIIa3Mbl [IHEBMOHHH, a TaKXKe B PeaKLHH TOPMOXKEHHS
reMarrJiOTHHALUMH C aHTHreHaMH aKTyaJlbHbIX BHPYCOB
rpunna A u B u nmaparpunna 1, 2, 3 TUnos.

Onpe/ie/ieHHe aHTHIeHOB THCTOCOBMECTHMOCTH (cHCTEMBI
HILA) npoBogu/ii MHKPOMETOOM B PeaKLHH KOMILIEMEHT-
3aBucHMOl JuMonuToTokeuyHocTH [2] B s1aGopaTopuu
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Tabauna |

YacroTa BcTpeuaeMocTH oTAedbHbIX anTHrenoB HLA u ABO y GoJibHBIX OCTPBIMH peCMPATOPHBIMM 3a60JeBaHUAMH U
X MHEBMOHUSMM pasanunoii aruosorun (%)

Tpunn A Moo A o Yacrora antHrena s
Mapxkep: xposi B HECKH It B MeX {eCKH ot HHpeKUMs umbckruun b st
nepHoa nepxoa (3apcuxan I0.M., 1983)

HLA-A19 7,4’ 18,2 12,2 6,2 10,5 31,4
HLA-B8 22,2 0,0 12,5 12,5 2,7 13,1
HLA-B40 22.2" 4,7 14,6 9,4 2,7 14,0
A(I1) 58,8". 26,1 40,0 34,8 40,0 34,4
B(II1) 0,0 39,1 22,5 21,7 26,7 24,4

Mpumeuanwue. 3pesnouka — £=3,37; p=0,999; nee spesnouxkn — {=4,22; p=0,999; Tpu 3Besgouku — 1=2,11; p=0,966.

HMMYHOreMaToJIorHH HHWH remarosioruu u nepesnBanus
KpoBH. [laHesb aHTHIUM(OLUTAPHBEIX CHIBOPOTOK HMeJIa
criel(pUYECKYIO HaNpaB/IeHHOCTh K 15 aHTHreHaMm Jiokyca A
u 18 — uokyca B. Tpynmel kpoBH ompenenssnu mno
OGLIETIPHHATOH METOJHKeE.
JlocTOBEPHOCTD TMOJIyYeHHBIX Pe3yJ/bTaToOB OLEHHBAJIH
METOJIOM YrJIoBoro mpeo6pasopanusi Puiuepa [6].
OCHOBHBIMH 3THOJIOTHYECKHMH areHTaMu 3aboJieBaHHH
y 06C1e/IoBaHHBIX JIHLL SIBJSIHCH BUpYChi rpunna A — 58 %,
anteHoBupychl — 44% u MuKoriasma mHesMoHHH — 31 %
(naHHBIE IPHBOAATCS C YYETOM aCCOLMHPOBAHHBIX (hOPM
uudexuuu). Hauboubiuast 10515t MOHOHH(EKLHH TPHXOMIH-
nach Ha afieHoBHpychl — 8% OT uHcsa 06c/IeI0BaHHBIX,
rpunn A cocraBasa — 7%, octaibhbie — oT 2 10 5%.
PC-BHpychl caMOCTOSIT@/ILHO He BHI3bIBaJIH 3a60JIeBaHHH.
Yacrora Berpeyaemoct antureHoB HLA u ABO B
LesJoM cpeau o6ciefloBaHHbIX GoJbHBIX Obla aHaso-
FHYHOH YyacToTe B NMomyJsiuiy. Takxke He GbLIO pasiHYHi
B pacrpejiesieHHH GoJibllieH YacTH aHTHIeHOB 'MCTOCOB-
MECTHMOCTH Cpe/iH 6OJIbHBIX C pPa3HOH 9THOJIOTHEH 3a60J1-
epanuii. HepaBHoMepHbIM OBlJIO pacrpejiesieHHe JIHIIb
OT/IeJIbHBIX aHTHreHOB. Tak, Cpe/iH roCNHTaNH3HPOBAHHbIX
GoJIbHBIX B 3 — 5 pas pexke 110 CpaBHEHHIO ¢ MOMYJIsILHeH
BeTpevasicsi autured HLA—A19, ocobenHo npu 3abosne-
BaHHSIX, BbI3BAHHLIX aJleHOBHPYCAaMH M MHKOIJIa3MoH
nuesMonuu (rta6an.l1). Cpean nuu ¢ 3a6oseBaHHSIMH
aJlcHOBHPYCHOH TNpHpoAbl B 4 pasa MeHblle 6510
Hocutesel antureHoB HLA—B8 u B40, uto moxeT 6bITh
cae/ICTBHEM GoJblIeH YCTOWYHBOCTH K 9THM HH(pEKLHAM
HOCHTeJIeH JaHHBIX AaHTHI€HOB HJIH GoJiee JIerkoro y HHX
TeyeHHs1 3abosieBaHHs, NPH KoTopom He Tpebyercs
rocnurasusanys. B HalIKMX NpeXHUX HabJIIOJeHHSX Yac-
TOTa aleHOBUPYCHOH W MHKOMJIAa3MeHHOH HH(EKUHH ¢
sTHMu aHTHreHamu HLA He accouuuposanach [8].
CepoxoHBepcun K rpumnmny A oTMeyanuch y 60JIbHBIX,
FOCIHTAJM3MPOBAHHBIX KaK B SMHJEMHYECKHH, TaK H B
MeX3MuaeMHUecKUil nepuoasl. B unenom, B rpynme
GOMbHBIX TPUNIOM A YacTOTa BCTPeYaeMOCTH aHTHIeHOB
cuctem HLA u ABO Gbinia Tako# e, Kak U B IOMYJISLHH,
HO MPH pasjieJIbHOM aHajiM3e pacrpejie/leHHsl aHTHIeHOB
y 3a60JIeBIIKX BO BpeMsi SMHAEMHH H B MeX3MHAeMHYec-

KHe mepHojbl OGHapY)KeHbl JOCTOBEpHbIE pas3jIHYHs B
yactoTe BecTpeyaemocTH anTHreHos HLA-BS8, A(Il) u
B(IIT). Anturenst HLA-B8 u A(II) npeo6naganu y 3a-
GoJIeBIIMX B MEpPHOJ STHAEMHH I'PHIINA, COOTBETCTBEHHO
22,2 u 58,8% nporus O u 26,1%?, a anturen B(III) — y
3abosieBIINX B MexanuaemMuueckuit nepuon (0 u 39,1%)
(cm.Tabn.1). dakT HeONMHAKOBOH BOCIPHHMYHBOCTH K
rpUMNIy A JIHLL ¢ pasJHYHBIMK TPYNINaMU KPOBH OTMEYaloT
MHOTHe HccJie[loBaTeNH, XOTSl OAHO3HAYHOTO MHEHHS [0
cHX nop He copmupoBanoch. Hanbosbliyio LeHHOCTD, €
HallleH TOUKH 3pPeHHSs], NPe/ICTABJISIeT aHAJIN3, NIPOBOAUMBIH
C y4eTOM SIHJEMHYECKOTro MepHojia W BHUPYJIEHTHOCTH
LIMPKYJIHPYIOLIUX LTaMMOB. [1p1 TakoM rojixoie BEISIBJIEHO,
yro guua ¢ B(III) rpynmo# kpoBu uyaue 6GoseoT B
SMH/IEMHH, BbI3BaHHbIE HOBBIMH MOATHIIAMH BHpYCa TpHIINa
A [7,11], a upuBuasr ¢ A(II) anturenom Gosiblue nopa-
XKAIOTCA B SMHJEMHH, BbI3BaHHbIE MOBTOPHO LHMPKYJIH-
pylorumu Bupycamu rpummna [3]. Hawm naGmonenus
OblJIM BBITIOJNHEHBl B SMHAEMHM, BbI3BaHHBIE “cTapbiMu”
papuantamu Brpycos A /H3N2 u A /HINI, uem, BeposiTHO,
U MOXHO OOBSICHUTH O6OJIbLIYIO J0J1I0 GOJNBHBIX €
anturesom A(II).

B npexHux HabuiogeHHsX Obla BbISIBJI€HA TOJIOXKH-
TeJibHAasi KOPPEJsLHS MeXAY BOCIPHHMYHBOCTBIO K
rpuriny A ¢ anturesom HLA—BS8 [8], uto noarsep-
XJaeTCsl U HaCTOSILUMM HCClle[JoBAaHHEM, KOrJia B MepHOJL
SMUAEMHH TPUIINA CPe/IH FOCIHTANH3HPOBAHHBIX 60JIbHBIX
autured HLA—B8 BcTpeyasicsi B HecKkoJIbKO pas yatle,
yeM cpefiv GOJIbHBIX B MEXKIMHAeMHYecK it nepHoa. XoTs
B 06eux rpynnax GOJIbHBIX OTMeYeHbl CePOKOHBEPCHH K
BHpyCYy rpunmna A, BIIOJHe BepOATHO, UTO B MeEX3IIH-
JIeMMYECKHH MEePHOJ MepPBONPHYHHON 3HAYHTENbHOH YacTH
3a6osieBaHHH ObUIM Apyrve Bo3OyauTeJIH, a IPHINO3Has
HHpeKLHs 60 NpHCOeHHHUIACh 103XKe, JMbo fBHJIaCh
pesyJIbTaTOM aKTHBaLlMH JaTeHTHoro Bupyca. CpaBHeHHe
ABYX Tpynm GOJbHBIX — C OYaroBbIMH H CJHBHBIMH
NHEBMOHUSIMU BbIsiBHJIO, 4yTo aHTHreH HLA-B8 npeo6-
JlajiaeT B rpyrine GoJbHbIX CJAHBHON MHEBMOHHEH C JIoKaJlb-
HbLIMH H3MEHEeHHSIMH B JierkuX. B sToit rpynne aHTHreH
B8 Bcrpeuancs B 18%, a cpemu GOJNBHBIX CIMBHOM
nHeBMoHuel — B 5,6% (p<0,95) (Ta6x1.2).

Cotpyauukam naGopatopun A.C.Bepkac u U.B.Cemunyuoil BupaXkaeM 61arofiapHoCTh 3a NpoBeeHHe HCC/IE/0BaHHUI.
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Ta6auua 2

Pacnpenenenne anturenos cucremst HLA cpenu 6ONBHBIX
nuesmonusiu (%)

IMuenmonun
Pacnpeacaenie aHTHIEHOD B
Cucrema HLA ouaropas canstan nonyasunH
n,=53 n,=53 (10.M.3apeuxan 1983)
ng=50 ng=52
Al 22,6 47,2 19,1
A2 60,4 47,2 48,5
A3 18,8 39,6 277
A9 (A23+A24) 20,8 20,8 22,3
A10 (A25+A26) 18,8 24,6 11,4
All 17,0 18,8 12,9
Al9 9,4 9,4 31,4
A28 1,9 1,8 8,0
A32 1,9 0,0 H/n
Blank 28,4 17,0 n/n
B5 18,0 13,0 16,0
B7 34,0 28,0 26,0
B8 18,0* 5,6 13,1
B12 14,0 20,6 21,1
B13 8,0 74 10,0
Bl4 8,0 3,8 6,6
B15 12,0 13,0 10,9
B16 10,0 5,6 9,7
B17 10,0 5,6 9,4
B18 12,0 152 10,6
B21 2,0 7,4 6,0
B22 6,0 k152 5,1
B27 6,0 3,8 10,9
B35 12,0 18,6 16,0
B40 . 8,0 7,4 14,0
B41 4,0 5,6 3,1
Blank 18,0 26,2 H/n
[TpumMewaHHue. n — YHCIO OGCHCOBAHHBIX; H/n — He

nenanu; 3sesnouxa — (=2,01; p=0,954.

K HacTosilleMy BpeMeHH HaKOIUeH (haKTHYEeCKHH Ma-
Tepuas 06 0COGEHHOCTIX MMMYHHOrO OTBeTa y JIHIL C
antureHom B8 u, cootBeTcTBeHHO, ¢ ramiothnom HLA—
A1-B8—DR3. AT0T ranjioTHn XxapakTepHayeTcs, C OfHOH
CTOPOHBI, MEHbIUEH KOHLEHTpalHel UMMYHOrJIOGY/IHHOB
Knacca A B KpoBH M CeKpeTax, 4TO pacriojaraer K
IOBBILLIEHHOH 3a60JIeBaeMOCTH, a C Apyroi — Gosbluel

PEaKTHBHOCTbIO H 6OJIBLIUM KOJIHYeCTBOM B-JIHM(i)OLLHTOB _

0 CPaBHEHHIO C HMHJHMBHJAaMH, He HMEIOLIHMH 3THX
TKaHEBHIX AaHTHIEHOB, a TaKXe — H3MEeHeHHeM COOT-
HouleHusi KaeTok T4 u T8 3a cyeT cHHXKeHHsa cy6ro-
nynsuun T-cynpeccopoB H yBesHueHHs T-xeJnepos, 4To
BbIpa)KaeTcsl B HHTEHCHBHOM TyMOpaJlbHOM OTBeTe [11].
[MocnenHee, BeposTHO, M sBJseTCS (DAKTOPOM, NpernsT-
CTBYIOLIMM reHepasH3aliii BOCTAJMTEeJIbHOrO npoliecca B
nerkux. Mapkepom GoJiee TsxKeJioro 3a6ojieBaHHs Cpe/iH
KOHTHHreHTa o6ce0BaHHbIX GonbHbIX Gbut anturen A(II),
KOTOpbIil JI0CTOBEpHO Mpeobnajan B rpynne GONbHBIX
cauBHBIMH nHeBMoHHaMH — 51,3% mnporus 28,2% B

Ta6anwuua 3

PacnipeiesieHHe aHTUTEHOB Cpeiu 6OMBHBIX MHEBMOHHAMMU (%)

Trennoniu Pacnpegenenue anti-
Cuerema ABO Ry e reHos B NONYASUMH
=39 =39 (1.J1.Kocsikoa)
o(I) 38,5 23,1 s 31,9
A(ID) 28,2 51,3 34,4
B(1II) 30,7 20,5 24,4
AB(1V) 2,6 5,1 8,8

ITpumeyanwue. n— uncio obeneoBaHHbIX; 3Be3jlouKa —
t=2,1; p=0,964.
rpynrie G6obHbIX 04aroBBIMH MHeBMOHHSAMH. COOTBETCTBEHHO,
auna ¢ rpynnamu kpou O(I) u B(III) cpean GoubHbix
CJIMBHBIMM TNHEBMOHHSIMM BCTpeyallMCh pexke, YeM B
nonyasiuuu (ta6n.3). [To gaHHBIM psila aBTOPOB, JHUA C
resom A(II) orHocsiTCS K TpyINIe MOBBILIEHHOrO PHCKa 110
TSDKECTH TEUEHHSl M Pa3BHTHIO XPOHHUYECKHX GpoHXoe-
royssix 3abosesanui [4,5].

Takum o6pasoM, yacToTa BCTPeYaeMOCTH aHTHIE€HOB
HLA u ABO cpeau GosbHBIX, TOCIHTAJIH3HPOBAHHBIX C
TsokesbiMu popmamu rpunmna ¥ OP3, ociioXHEHHBIMH
MHeBMOHHSIMH, Obla aHAJOTHYHOH pacrpejieJIeHHIO B
nonyasiuuu. Pasauuusi oTMedeHBl cpeid OOJIbHBIX,
rOCMHUTAJIH3HPOBAHHBIX B SMH/IEMHYECKHH H MEXSIMHIeMH-
yecKHi mepHoAbl. B mepwoj smuaemuii rpunna cpeau
GonbHBIX Tpeobiafanu Hocutean antureHoB A(II) u
HLA-B8, mexsnuaeMHuecKHe IepPHOAbl — HOCHTEJH
B(III). MapkepoMm GoJiee TS2KeJIOro TeUYeHHs! MHeBMOHHH
— cauBHO#H — 6b1 autured A(Il), a anturen HLA-BS
B 9TOM rpynne GOJIbHBIX BCTpeyasicsi AOCTOBEPHO pexe,
yeM cpe/id GOJIbHbIX OYaroBOH MHEBMOHHEH, U peXxe, YeM
B TOTYJISLHH.
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THUIIOBAS AIIUJAEMHUOJIOTUYECKA XAPAKTEPUCTHKA
OCHOBHBIX ®OPM XH3JI ¥ B3POCJIBIX

THE TYPICAL EPYDEMIOLOGIC CHARACTERISTICS OF GENERAL ENTITIES OF CNPD IN ADULTS
Y. V. Leshukovich

Summary

The clinical and epydemiological content of diagnostic terms classifying chronic nonspecific pulmonary
diseases keeps on acute discussions. In some countries, diagnosises like “chronic obstructive bronchitis” and “chronic
asthmatic bronchitis” are given up.

During 5 years, skilled pulmonologists observed 10 346 patients with bronchial asthma and with three basic
entities of chronic bronchitis respecting to International Disease Classification of the IX and X edition. Study
conditions were identical for patients with different diagnosises, that allows to concider the disease character as the
cause of epydeniologic differences. Epydemiologic characteristics of chronic nonobstructive bronchitis (simple,
mucus-mattery), chronic obstructive bronchitis, and bronchial asthma are different cardinally and they existance
as independent nosologic forms is right. The diagnosis “chronic obstructive bronchitis™ gathers the unhomogenous
group of patients which allow to consider on epydemiologic signs the part of themselves as bronchial asthma ones;
the other part of the patients may be related to onset forms of chronic obstructive bronchitis (COB), and most of them
differs both from asthma and other forms of chronic bronchitis. The validity of the division of chronic asthmatic bronchitis
as a nosologic form demands the additional study of the long time dynamics of clinical signs and the prognosis.

Pesziome

KJIMHHUECKOE U 3MUIACMHOIOTHYECKOE CONEpXKaHUE JHArHOCTHYECKHX TEPMHMHOB, KJIacCH(PHLMPYIOLINX
XpOHMYCCKNUE Hecreuuduueckue 3aboneBanmst JICTKUX, TNPOJO/DKACT BbI3BIBATL OCTPbIC JMCKYCCHH. B psime ctpaH
TIepPeCTATH TIPHMEHSITh ANArHO3bI “XPOHIYCCKHIT OBCTPYKTHBHBIH GPOHXHT” U “XPOHMUCCKHI acTMaTHIECKHii OPOHXUT”.

B TeueHue 5 JieT OnbITHBIC MyabMoHosory Habmionanu 10 346 GonbHBIX OPOHXMATBHOM ACTMOM M TPeMSst
OCHOBHBIMH (POPMAMM XPOHIYCCKOro GpoHXHMTa, cooTBeTcTBYIOUMMH MexayHapoaHoit Knaccudukauuu
Bonesneit IX u X nepecmorpos. Ycnopust HaGmofeHust i GONbHBIX C PA3HBIMH AHATHO3AMH ObuIH
VICHTHUHBIMH, YTO TIO3BOJISIET CYHTATH IPUUMHON SMHACMHONOTHUECKUX PASTTHIHI MEXILy HUMH XapaKTep CaMuX
3060/1CBaHMIT. DIUACMHONOrMUECKHC XAPAKTCPHCTHKH XPOHHYECKOrO HEOBCTPYKTHBHOTO 6pPOHXHTA (TPOCTOro,
C/IM3UCTO-THONHOTO), XPOHHYECKOTO 06CTPYKTHBHOTO OPOHXHTA M OPOHXHATLHOI ACTMBI KAPAUHAILHO PA3THYHDI
¥ MIX CYLLCCTBOBAHME B KAYECTBE CAMOCTOSTENBHBIX HO30IOrHYECKIX (hOPM ONpaBAaHo. JIuarHo3 “XpoHUYECKUI
ACTMATHUCCKHI GPOHXMT” 0O6BbeAMHICT HCOAHOPOJAHYIO rpymiy GOJBHBIX, YacThb KOTOPHIX MO
SMUAEMUOIOTHYCCKUM TIPU3HAKAM MOXHO OTHECTH K OPOHXMQIBHOI acTMe, APYrylo 4acTb — K HAYaJIbHBIM
(opMaM XpOHHYECKOro o6CTPYKTHBHOrO GpoHXMTa, M HaHGOJIBILIAS YACTh OTIMYACTCS KAK OT aCTMb, TaK ¥ OT
Apyrux ¢opM XpoHuticckoro 6ponxuta. OBOCHOBAHHOCTE BBIACICHHST XPOHHUUCCKOTO aCTMATHYCCKOrO BPOHXHTA
B HO30JIOTHYECKYIO (pOpMY TpeGyeT AOMOIHHUTEALHOTO M3YUCHMsl JOJNTOCPOYHON AMHAMHKM KIMHHYUCCKHX
TMPOSIBIICHUI M ITPOrHO3A.

JIHarHoCTHKa XPOHHYECKHX HecrelH(HuecKHX 3aCosie-  OCHOBBIBAIOTCS HA COBOKYMHOCTH CHMIITOMOB H ITPOSIBIEHHH
panuit merkux (XH3JI) u MX oT/aMuusi ApYr OT Apyra  GOJI€3HH, IPHCYIIMX GOJBIIHHCTBY GONbHBIX H MPEACTaB-
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JISTIOLHX cOo0O0# yCpeAHEeHHBIH THIMOBOH KJIMHHYECKHH
nopTpeT Kaxpuoro 3aboseBaHusi. [To MHorum coobpaxke-
HUSIM GbLTO GBI LieJIeco06pa3HO HMETh aHAJIOTHYHYIO XapakK-
TepHCTHKY ocHOBHbIX (popm XH3JI, cocraBiieHHyl0 MO
SMHAEMHOJIOTHUECKHM TpH3HAKaM, Yero 0 CHX Top He
6BIIO cllesiaHo. DIHAEMHOJIOTHYECKHe NoKa3aTesiH B 60/1b-
LIMHCTBE CJyyaeB pacCUMTHIBAIOTCS Ha HaceseHHe (o6cie-
JIOBaHHBIX) M TI0O3TOMY JIHIIb KOCBEHHO XapaKTepH3YIOT
camy GoJiesHb H ee THNoBble yepThl. Hampumep, moka-
3aTeJIH pacnpocTpaHeHHOCTH GpoHxHanbHol acT™el (BA)
cpenu B3pocabix cocranisior 3,2 Ha 1000 »xenuuH 1 1,8
Ha 1000 myxuuH. Ho B HacesleHHH He OIHHAKOBOE YHCJIO
MYXXYHH M MEHILIHMH H NOoKa3aTeJH pacnpocTpaHeHHOCTH
He NaioT MO3TOMY MpeJCTaBIEHHSI O peajlbHOM COOTHO-
IIEHHH MYXXYHH H JKeHUMH cpeau GosbHbiXx BA. ns
TOJIyueHHUs pernpe3eHTaTHBHBIX OKa3aTeJled, XapaKTepH-
3YIOLIMX THIOBble ocobeHHOCTH KaxaoH (opmbl XH3JI B
OT/IeJIbHOCTH, HeOGXOIMMBI ClleLHaIbHble HCCJIe0BaHKS,
OCHOBAHHBbIE Ha TIPOJOJIKHTEJNbHOM HAOJIOJEHHH Bcex
GOJIbHBEIX 9THM 3a60JIeBaHHEM, HMEIOILMXCS CPejiH pernpe-
3€HTaTHBHOTO MO YHCJIEHHOCTH HaCeJIeHHS, HJIH, 110 KpaiHeH
Mepe, npeo6Jiajaioniero GOJIBIIMHCTBA TaKUX GOJIBbHBIX,
TNpaBHJILHO (hOPMHPYIOLIEro MOJIAJIbHBIE H CPE/IHEB3BELIEHHbIE
3HaueHHs nokasaresed. Ha sxcrnepumeHTanbHbIX 6a3ax
MHCTHTYTa, obcayxkuBaBiuux Gosee 600 Thic. B3pocJoro
HaceJsieHHs!, OblJIO 3aperHcTpHpoBaHO Ha Havaso 1982 r.
10 346 GonbHbix pasnuynbiMH popmamu XH3JI. uarnossr
3a60JieBaHHI ObIIH MOATBEPIKAEHbl COOTBETCTBYIOLIHMH
o6cJie/IoOBaHHSIMH M TOCJIEAYIOLHM TSTHIETHHM HabJ1io-
JleHHeM M JIeYeHHeM, OCYIIECTBJSBIUMMHUCS ONMBITHBIMH
nysabMoHosoraMi. Cpefin yKa3aHHOro uHcsa GOJbHBIX
nuarto3 BA umenn 1213 uenoBek, acTMaTHUYECKHIH GPOHXHT
(AB) — 814, xpoHHuecKHii OB6CTPYKTHBHBIH GPOHXHT
(XOB) — 2776 u xpoHHUYeCKHii HEOGCTPYKTHBHbIIH GPOHXHUT
(XHB) — 5543 uenoBeka. CiieiyeT OTMETHTb, YTO 9TH
yHcsla GONBbHBIX He OTPa)kaloT HH PacrpoCTPaHEHHOCTH
XH3JI, Hu cOOTHOLIEHHST KIHHHYECKHX (pOpM H pacrpoc-
TPAHEHHOCTH, T.K. SIBJSIOTCS He MOJHBIMH, a CMeLHaIbHO
oTOGpaHHBIMH JUIsl pelleHHs onpesiesieHHOH 3amaun. U3
o611ero Yuca 60JbHBIX HCKIIOYEHBI T€, KTO OblJl BHISIBJIEH
nocsie 1982 r. u He MMes NATHIETHEroO CpoKa HaGJMOIEHHS],
6oJIbHbIEe, HEJOCTaTOYHO obcJje/loBaHHbIe JJISi MOATBEp-
MACHHS IMArHO3a, a TakxKe 60JIbHbIe, CTPajlaBlIHe HHBIMH
¢dopmamu XH3JI, kpome nepeuncienusix Boite. [To psay
NpHYHH GosbHble ¢ AnarHozom AB aHasiusupoBasich He
110 BCEM IMOJIMKJIHHHKAM, y4aCTBOBABLUHM B SKCIIEPHMEHTE.

Bce naHHble 0 KaxjaoM GOJbHOM B TeueHHe 5 JieT
HabJII0/IeHHSI PETrHCTPHPOBAJIHCH B HHAWBHAYAJbHBIX Kap-
TaX—HaKOMHUTeJSIX HH(OPMALMH, KOTOpPbIs 3aTeM GblLIH
obpaboranel Ha 9BM no crenmanbHoH nporpamme, BKJIIO-
yaBllel ajleKBaTHbE METOJIbl CTATHCTHYECKOrO aHaJH3a.
PesysibraThl nsiTHIeTHEr0 Ha6JIOIeHHUS OBIIH JOTIOJHEHbI
aHaMHeCTHYeCKHMH CBeJICHHSIMH, KacaloLUMHCS 1aBHOCTH
ycTaHoBJIeHHs nepBHYHOro axnarHo3a XH3JI, naBHocTH 1
JHHAMHKH HHBAJIMHOCTH, CTATyCa KYPEHHS H psiia APYTHX.

[To mMeToaMKe CpPaBHHTENLHOrO COMOCTABJIEHHS Mpoa-
HaJIM3MPOBaHbl B IMHAMHKe 32 5 JIeT HeCKOJIbKO IeCSITKOB
SMHIEMHOJIOTHYECKHX [TapaMeTpPOB, H3 KOTOPBIX GOJIBLIHHCTBO
SIBJASIOTCS CEPHUHBIMH, T.e. cocTosiT H3 5—10 u Gosee
rpajauMi. Jlis THMOBOH 3MHIEMHONIOTHYECKOH Xapak-

Ta6anuua 1

Cootnomenne myxunn u xenmun (%) cpenu 6oabHbIX

Yucao mymuun ke Ha 100 Goavubix

Dopmu XH3J1 COOTBETCTBYIOIMM 3a6oeBanHeM
W
Actmatnueckuii 6ponxut (AB) 28 72
Bpouxuanshas actma (BA) 31 69
XponuuecKkni 06CTPYKTHBHbII
Gpouxut (XOB 58 42
XpoHuuecKkHi HeoGCTPYKTHBHbIN
6ponxut (XHB) 55 45

TepucTHKH ocHOBHBIX (opM XH3JI orobpans 10 noka-
3aTeJied, OTpaXKalOUIMX Hayano GOJIe3HH, ee TeUeHHEe H
Hcxo/ibl M 6eccriopHble GHOIOrHYECKHEe PU3HAKH — T10JT
1 Bo3pacT GoabHbIX. M3BecTHO, uTo BA 1 XOB nmeior
(popmMHpOBaHHSI 110 NOJIOBOMY NpH3HaKYy. Jlyis conocTasienus
3aBucHMOCTH pasHbiX ¢opm XH3JI ot ocHOBHBIX 6HOJIO-
rHYeCKHX NMPH3HAKOB CPAaBHHBAJHCh COOTHOLUEHHS
MY>KUHH M JKEHIIHH CpPelld BCeX YYTEHHbIX GOJIbHBIX M
BO3pacTHble 0CO6EHHOCTH (hOPMHUpPOBAHHS GOJIE3HH.
[Tepuos BO3SHHKHOBEHHS! KJIMHHYECKH 3HAUYHMBIX IpOSiB-
JeHu# 6oJie3HH 6ojiee WM MeHee NMPHOJMKEHHO, HO B
LIeJIOM JI0CTaTOYHO THITHYHO, XapaKTepH3YeTCsl BO3PACTOM,
B KOTOPOM yCTaHaBJHBaeTCs MepBHYHbIN AuarHo3 XH3JL.
JloknuHuYecKHe cTafiuy (JoOpMHPOBaHHS 6OJIE3HH HE YYH-
ThiBaJHCh. TeueHHe GoJIe3HH OLIEHHBAJIOCh IO €ro MPOIOJ-
MKHUTEJBHOCTH OT MOMEHTa BBISIBJIEHHS, 10 YacToTe
060OCTPEeHHH H HX T[OBTOPSIEMOCTH B Te4YeHHE 5 Jier
Ha6JTI0/IeHH ], 11O MPOJIOKHTENIBHOCTH KaXK/I0ro 060CTpeHH s
H 10 YacTOTe CJIyyaeB TSXKeJIOro TeYeHHS, MPHBOASILETro
K HHBanuaHocTH. Mcxoapl 3aGosieBaHUH OLeHHBAJIMCh 110

Bo3pacTy, B KoTopoM GosibHble XH3JI ymupanu ot Bcex .

TNPHYHH, H TOKA3aTelil0 COKPALIEeHHsI CPefHeH MpojoJ-
XKHUTEJIbHOCTH XKH3HH BeJiefcTBHe Gosieanu. Beuay Toro,
4YTO KypeHHIO NpHJaeTcss 0co60 BaXKHOe 3HAYeHHEe B
dopmupoBanun XH3JI, npoaHanusupoBaH cTaTyc KypeHus
M ero Npojo/IKHTENbHOCTh Y Kypsiux. ITokasaTenu B
TabaMLaX NPUBEJEHbl C OKPYIJIEHHEM HECSIThIX AOJIeH M
6e3 fieTa/IbHBIX NIPOMEXKYTOUHBIX MPafialiiH, T.K. ISl THITOBOH
CPaBHHTEJIbHOH XapaKTePHCTHKH Ba)XHbl M JOCTATOYHbI
YKPYNHEHHble BeJIHYHHBI.

TaﬁJlHuz;Q

Pacnpeneneuue 6OJILHBIX TTO BO3pacTy B MOMCHT YCTAHOBJICHHUS

" muarnosa (%)

UYscao GonbHbX COOTBETCTBYIOILErO BO3pacTa
Dopunt ua 100 snepsuie BUABAEHHHX GOABHBIX
XH3J M e
11030/|c1’|50nc1'u>|60.nc*ru> IIo30.ncT|50m:'ru>lGOJ|eTu>

AB 35 23 10 15° 31 11
BA 13 53 +26 8 62 25
XOb 3 76 40 4 66 33
XHbB 11 65 40 7 57 25
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[To paHHbIM TabJ1.] BUAHO, YTO KOHTHHIEHTHI 6OJBHbIX
¢ ocHoBHbIMH (popmamu XH3JI cocrosit M3 HepaBHBIX
MPOTOPLKH MYXXUHH H XeHlHH: cpeau 6oabHbix XOB u
XHB npeo6iafaioT My»uHHbl, a cpeaH GoJbHbIX AB u
BA — xeHuwHbl. [TocKosbKy mosioBast CTPYKTYpa KOHTHH-
FeHTOB CJIOXKHJIaCh B Pe3yJibTaTe MHOrOJIETHEro B3aWMo-
NefCTBHS YCTOHUHBBIX SMHAEMHOJIOTHYECKHX MPOLIECCOB,
OTpaXKaloLIHX 3a60/1eBa@MOCTb M JIETANbHOCTD, PA3IHYHS
B COOTHOLUEHHSIX MYXKYHMH H JKEHUIHH cpeld GOJbHBIX
pasHbiMH (opmamu XH3JI sBasioTest HX THIHYHBIM
npusHakoM. BaxkeH npu sToM cam (akT pasiHuHi, a He
UX BeJIHuMHA. Y My>XUYHHBI, H XeHIUHHB 60JIeI0T BCeMH
dopmamu XH3JI, HO MpHHA/JIEXKHOCTD K TTOJy 06YCJIOBIH-
BaeT pasHylo GMOJIOTHYECKYIO MPepacrofioXKeHHOCTh K
3260J1€BaAHHIO OJIHOH M TOH Ke GOJIe3HBIO.

JpyruM BaKHbIM GHOJIOTHYECKHM NMPH3HAKOM, B 3Ha-
YHTEeNbHOM Mepe OMpejielISTIOIHM THIIOBbIe MHIEeMHOJIO-
ruyeckHe ocobeHHOCTH ocHOBHBIX dopm XH3JI, asnsercs
BospacT. B TaG1.2 nmpeJicTaBjieHbl BO3paCTHbIE HANa30Hbl,
B KOTOpbIX YCTaHaBJIHMBAIOTCS IEPBHYHbIE JHArHO3bI
nofapasiomeMy GodbluHeTBY GoabHbiX XH3JI. Paubiie
BCEro Mo BO3pacTy KIMHHYECKHe MPOsiBJIeHHH 6oJe3HH,
JI0CTATOYHO BbIpax<eHHbIe W XapaKTepHble /I YCTaHOB-
JIEHHs1 IHarHo3a XpOHHYEeCKoro 3a6osieBaHUs, BOSHHKAIOT
y 6osnbubix AB. M3 o6uiero uncna GoapHbix AB y 60iib-
LIHHCTBA MY>XYHH M JKEHIIHH Bblpa>KeHHbIE MPOSIBJIEHHS
GoslesHH, -3aCTaBJSIOLMe 0OpallaThes 3a MEAHLMHCKOH
TOMOILbIO, BO3HHKAIOT B Bo3pacte 10 50 JieT, B TOM YHce
y 35% MyXuHH H 15% »xenuwn B Bospacte 0 30 Jer.
[Tocsie 60 seT HoOBBIE cayyan AB guarHocTHpyloTCsl pefiko
— B 10—11% cayuaes. BpoHxuaibHast acTMa Y B3pOCJIBIX
¢opMHpyeTCsl B HHble BO3PACTHbIe CPOKH: M Y MYXUHH,
H Y XKEHILHH HanboJiblliee YHCJIO IMarHO30B yCTaHOBJICHO
B Boapacte 50—59 set. Y Kaxoro ueTsepToro 60JabHOro
saboneBaHue O6blIO AHarHocTHpoBaHo mnocje 60 get.
CyllecTByIOT pasHble MHEHHsI O poJH faerckod BA B
dopmupoBanun 31O GosesHn y Bspocabix. Ileamarpel
OoTMeyaloT ee 6JiaronpHATHOe TeuyeHHe B CTaplieM
JETCKOM BO3pacTe W MpeKpalleHHe NMPHCTYNOB Y MHOTHX
GoMbHBIX B MOAPOCTKOBOM Bospacte. Jlo cHX mop He
YCTaHOBJIEHO, SIBJSIETCS JIM TaKasl AHHAMHKa KJIHHHYecC-
KHX MPOSIBJIEHHH Pe3yJIbTaTOM BbI3OPOBJIEHHST HJIH POAOJI-
XHUTeJbHOH pemMuccHed. TeM He MeHee YacCTO BbICKa3bl-
BaeTcsl MHeHHMe, UTO 3HaYHTesbHasl yacTb BA B3pocibix
dopmupyetcs B eTckoM Bospacte (1o JaHHBIM HEKOTOPBIX
ny6aukaumii, 1o 40%). AHanus Beero cocTaBa CoBpeMeHHBIX
KOHTHHIeHTOB B3pocJibiX 60osbHbIX BA nokasas, uTo Jinib
HeGoubias yacTb 13 HUX (13% my»xuun u 8% xeHuuH)
JeynHeh 1o noBoxy BA B monomsie romst (no 30 set)
WIH C fIeTCTBa. JTO OOCTOATENBCTBO TMOAHHMAET Psij
BornpocoB. Bo-nepBbix, MpaBaonoo6Ho JiH MPeAroNoxkKeiiHe,
YTO MHOTHE B3pocJible GosbHbIe, XOTs H GOJIeJIH B IeTCTBE
BA, He nomHAT 06 9TOM, HECMOTPSI Ha Bo3BpaT 3abouie-
BaHHs? HesaBHcMMO OT OTBeTa Ha MepBBIH BOMNpOC,
BO3HHKaloT caeayiowue. Ecau BA peficTBHTeNbHO
XpoHHYecKoe 3aboJjieBaHHe, MOJIHOE H3JeyeHHe OT
KoToporo HabJiojaeTcsl MoKa pejKko, TO KaK 3TO MOXKHO
COBMECTHTb € TeM (PaKTOM, 4YTO ee pPacrnpocTpaHeHHOCThb
B JIeTCKOM BO3pacTe B HECKOJIbKO pa3 Bhillle, YeM BO BCeX
ocTalbHbIX Bo3pacTHEIX rpynnax? Ecin seHcTBHTENBHO

cyuiecTByet 6uonoruyeckas (mososas) feTepMHHHPOBAH-
HocTb popmupoBanusi BA, obyciioBaHBalomias B cocTaBe
B3POCJILIX GOJIbHBIX 1B TPETH JKEHLIHH, TO KaK OOBSICHHTB,
4TO B JIETCKOM BO3pacTe COOTHOLIEHHE TOJIOB Cpeiu
GOJIbHBIX TMPOTHBOIMOJIOXKHOE M fIB€ TPETH JeTel C 3THM
nuarHosoM Manabuuku? Ecam “metckas” (sksorenHas) u
“nosgHo Havaswasics” (sHJoreHHas)) acT™Ma Tak Kapiu-
HaJIbHO OTJIMYAIOTCS APYr OT JApyra 1o GHOJOrHYecKoH
06YyCJIOBJIEHHOCTH, TO KaKOW acTMOH 6OJIEIOT Te, Y- KOro
3abosieBaHHe HAYHHACTCSA B PaHHEM JIETCTBE H NPOJI0JDKaeTCs]
BCIO XKHM3Hb? DTH e BONPOCHl IPABOMEPHbI H B OTHOLLIEHHH
AB, cuuraiouerocs B negHaTpUYECKON KiaaccH(pHKaLHH
XH3JI pauneii ¢opmoit BA, Ho B Bo3pacTHBIX rpynnax
crapie 12 JieT peiko JaolIero pa3BepHyTYIO H THITHYHYIO
KJIWHHYECKYIO KapTHHY acTMbl. Bonee Toro, B mosioBuHe
cayvaeB JieTH ¢ jauarHosom ADB, craB mojpocTKamMH M
MOJIO/IBIMH B3POCJIBIMH, BOOGLe MepecTaloT »KajoBaThCH
Ha GPOHXOCMACTHYECKHEe CHMITOMBI, JlaXKe TPH TeKYLIHX
OCTPBIX pecnupaTopHbIX 3aboseBaHuAX. M3amenenue
AMarHo3a “acTMaTHYecKHi GPOHXMT” Ha JHArHo3 “6GpoH-
XHasibHasi acTMa” HabJofaeTcsi IEHCTBUTEJIBHO YacTo B
BO3pacTe 0 7 JIET, YTO, MO HalleMy MHEHHIO, ABJSETCS
pe3yJIbTaToOM He CTOJILKO YTS’KeJIeHHsI TeueHHUs1 60Jie3HH
MM TpaHchopMalUHH ofHOro 3aboJieBaHHSI B Jpyroe,
CKOJIBKO OTCYTCTBHSI YETKHX BO3PAaCTHBIX KPHTEpHeB
nuartoctHkH BA. ComocraBiieHHe 3THX 3MHAEMHOJIOTHYEC-
KHX HabJI0IeHHIT IPHBOAUT K OJ{HO3HAYHOMY BBIBOJLY, YTO
Bo B3pocJiom Bospacte AB 1 BA 6oselor npenmMyLiecTBeHHO
He Te JIOJH, KOTOpPble MMeNH 3TH JAHarHosbl B JIeTCKOM
Boapacte. Eciiu 6bl 970 6O HE TaK, TO CPe/IH B3POCIbIX
60JIbHBIX HeH30eXXHO ObuIo Obl GoJibllle MYXUHH, 4YeM
XKeHIHH, ¥ MoKasaTeau pacrnpoctpaHeHHocTH AD u BA,
XoTsl 6bl B caMbIX CTapIIMX BO3PaCTHHIX rpynmnax, Gbui
Obl 00s13aTeJIbHO BbILIE TeX, YTO PEerHCTPHPYIOTCS B
JIETCKOM BO3pacTe, BCJIEACTBHE €CTeCTBEHHOro HaKoIl-
JIeHHs YHCJeHHOCTH GonbHbIX (HH3Kasi JieTalbHOCTD MPH
stux popmax XH3JI obuienssectHa).

XB, 0co6eHHO 06CTPYKTHBHBIH, Y 60JIbIIHHCTBA GOJIbHBIX
¢dopmupyeTcsi B KJIHHHYECKH 3HauHMMoe 3abosieBaHKe,
oTpaxkaiolleecsi Ha Tpyjgocrnoco6HocTH, nocyie 50 Jer.
BuisiBnienne XB B Bospacte n0o 30 JieT MOXHO CYHTATh
uckmoyenueM. Ot 30 go 50 set cpepn »KeHUMH, GoJee
YYTKO OTHOCSILLMXCSl K 3/IOPOBbIO, BBISIBJISIETCS 3aMETHO
Gonbluast foasi GonbHEIX, yem cpean MyxunH: 30% or
obero umcsa 6oabubix XOB 1 36% oT umcna 6oabHBIX
XHB npotus 21% u 24% cooTBeTCTBEHHO. 3HAUMTEb-
Hasi yacTh XB M y MyX4HMH, M y >KeHLIHH JHarHoc-
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PacripejieieHie GoabHBIX 110 AaBHOCTH 3a60JIeBAHMS OT MOMCHTA
ycranosaenus auarnosa (8 %)

Yncno GoabHBIX € COOTBETCTBYIOUICH AABHOCTLIO

Dopsist XH3JT 3abonesanua ot MomenTa sussaenns Ha 100 GoabHux
Jlo 3 aer 10 u Goaee ner
AB 48 18
BA 26 38
XOBb 32 32
XHB 29 40
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Ta6nuuna 4

XapakrepucTuka o6ocTpeHHit M peMuccHif Yy 6oabHbIX ocHOBHBIMM (hopmamu XH3JI

Ha 100 Goasusix cootsercrnyroweit dopmoit XH3JI
A Cp 51 NPOJIOAKHTENBHOCTS
Popast XH3JI Cpenteroonoe HHEAO Ypeno 60ABHBIX ¢ Uncno Goastbix, He HMEBIIMX 0BOCTpPEHHT B TeyeHHe oboctpennit B anax
o6ocTpeHuit CIKErobIMK 0GOCTPEHHSAMH DR nom;ml x4 Gones ner roapar
AB 100 90 2 0 22
BA 140 79 7 5 24
XOB 119 75 6 0 20
XHB 82 63 4 24 ' 14

THPYeTCsl Tocjie JIOCTHXKEHHsI TMEeHCHOHHOro BO3pacTa.
OpHoit U3 npHuHH nosziHero BuisiBaeHHs1 XB Gbuto cylec-
TBOBaBllee paHee MEHCHOHHOe 3aKOHOJAATEeNbCTBO, B
COOTBETCTBHH C KOTOPBIM B IpeANIeHCHOHHOM BO3pacTe
MHOTHE CTapaJiich 10 BO3MOXKHOCTH pexe obpaliartbes
3a MeJIMLIMHCKOH IOMOIIBIO H He IMOJIb30BaThCS JIMCTKOM
BpeMeHHOH HeTpynocrnoco6HocTH. [Ipu mpouux paBHBIX
YCJIOBHSIX 1103XKe Bcero 1o Bospacty (popmupyercs XOB.
Buaarogapsi atomy, foJist JiM1 co cTaXkeM GOJIE3HH 10 Tpex
JeT oT MoMeHTa BeisiBiieHHs npu XOB Gousblue, yem npu
BA u XHB, a ¢ npoio/KuTeJbHBIM CTaXkeM, Hao6opoT,
meHblue (Ta6a.3). B uesom KOHTHHreHTHl 60JbHBIX BA,
XOB u XHB no atomy npusHaky A0BOJbHO OJHOPOAHBI.
JluarHo3 xponuueckoro AB y B3pocJibIX CTaJl IPHMEHSITHCS
B IIKPOKOH npakTHKe okoJo 10 et ToMy Ha3aj, mosTomy
aub He6oubmas yacth GoubHbXx (18%) nmeer Gosee
NPONO/DKHUTENbHBIH cTaX O6ose3nd. Kpome Ttoro, y
HeKoTOpbIX 60/bHBIX AD auHarHos 6bls1 H3MeHeH B TeYeHHe
nepBbiXx 3—5 JseT HabJIoieHHs] Ha AuarHossl BA wiu
XOB, uro, ofHaKo, He CPOPMHPOBAJIO CTATHCTHUECKOM
3aKOHOMEPHOCTH, T.K. CJIYHaJOCh CPAaBHHTEJBHO PEJKO.
HauGosiee cyuiecTBeHHble B SMHAEMHOJOTHYECKOM
CMbICJIe PA3/HUHST MeX/y OCHOBHBIMH (popmamu XH3JI
BBISIBUJICh B XapaKTepUCTHKAX TEYEHHSI H MCXOJOB 3a-
GosieBanuit. [TaTnnernee nabiiofeHue, ocyIeCTBIsBILIEECS
B PaBHBIX JJIsi BceX GOJIBHBIX YCJIOBHSX, NO3BOJISIET He
TOJILKO YBHJETb U H3MEPHTb 3TH Pas/iM4yHsi, HO H ObITb
YBEPEHHBIM B TOM, YTO OHH 06YCJIOBJIEHbl HMEHHO Pa3HbIM
XapakTepoM cpaBHHBaeMbIX 3abosieBanuii. Kak BuaHO U3
JlaHHbIX Tab61.4, y 60/bHBIX BA 060CTpeHHST perucTpHpyoTCs
yaule, TpeGylOT B cpefiHeM HauboJiee MPOLOIKHTENbHBIX
CPOKOB JleueHHs1, HO y Kaxkzoro nsitoro GosbHoro (21%)
OHH CJIy4alOTCA He eXKerofHo, a y uacti Goabubix (12%)
yaaetcst Jo6UTbCsl peMHCCHH Ha 2—3 roja u Goaee. [Tpu
AB u XOB npomomkutenbHbix pemuccuii (3 roma u
Gosiee) He GbIBaeT, HO npu AB mMana BeposiTHOCTD U GoJiee
KOPOTKHX PeMHCCHH MPOO/IKHTENbHOCTbI0 1—2 rozia, a
npu XOB 25% 6osibHBIX UMEIOT 060CTPeHHS He KaXKAblii
rojl, HeCMOTPS Ha 3HAYHTEJIbHO GOJIbLIYIO CPe/iHero[oBYIo
yactoTy obocTpenuit. M3 uncna 6onbubix XHB Tosbko y
63% o6ocTpeHHs pEerHCTPUPYIOTCS €KETrOIHO H Y KaXI0ro
YeTBEPTOro OTMEYaloTCSl MPOJAOJIKHTEJIbHbBIE PEMHCCHH.
CpeHsisi MPOAOIKUTEJIBHOCTb MepHoia 060CTPeHHsT Ha
40—70% xopoue, yem npu ocTadbHbIX popmax XH3JI,
HO 3ameTHO aiuHHee (Ha 4—6 aHeil), yeM MpH ocTpoM
6pouxute 1 OP3. XHB u AB He npuBosaT K cTOHKOMY
HapYIIEHHIO TPYAOCIOCOOHOCTH H OCJIOXKHEHHSIM, COKpa-

LLAIOLIHM [TPOAOJKHTEJIbHOCTD XKH3HH. [TocJie yenenHoro
JieueHHsl BOSHHKILEro o6ocTpeHHst GOJIbHbIE YYBCTBYIOT
ce6sl IPaKTHYeCKH 3/IOPOBBIMH H BeJIy T PHUBLIYHbIH 06pa3
XKHU3HH 6e3 KakuX-1M60 crenHajbHBIX orpaHH4YeHHH. B
3TOM cMBbIcJIe 60J1e3Hb B 060HX CaIydasix Majio OTJIHYAEeTCs
M0 KJMHHYECKHM TPOSIBJIEHUSIM H MOCJEJICTBHAM OT OCTPBIX
pecrnpaTopHbIX 3abosieBaHUi. XPOHHYECKHH XapaKTep
3abo/ieBaHMST 110 SIMHIAEMHOJOTHYECKHM IpH3HAKaM
nojATBepxKAaeTcs OJarofapsi BbICOKOH CpeJHEerofoBoH
4yacToTe SIMH30/l0B GOJIe3HH, PEeryJIsipHOCTH HX MOBTO-
PeHHH Ha TNPOTSIKEHHH psifia JeT U OoJbLIeH cpeaHei
MPOIO/KHTENBHOCTH Kaxkaoro oboctperus. BA u XOB
SIBJISIIOTCST HHBAJIMMBHPYIOLIMMH 3a60seBaHuaMH (1a6i1.5).
Pasymeercss, He Bce GosibHble aTUMH (opmamu XH3JI
CTAHOBSITCSl HMHBAJNMJAMH, HO mpolecc (pOpMHPOBAHHUS
HHBAJIHIHOCTH TIPOHCXOJIUT ITOCTOSIHHO H MOKA HeH36eXKHO,
sBassich s 9Tux Gopm XH3JI THNHYHBIM NpH3HAKOM.
dnuIeMHOJIOTHYeCKas! XapaKTePHCTHKA HHBAJIMAHOCTH TIPH
BA u XOB coBepuieHHo pasnuyHa. CioxuBLIHiicS Ha
MPOTSPKEHHH MHOTHX JIeT M BecbMa CTaOH/bHBLIH Iol0BOM
Temn uHBanuausauuu GosbHeix BA (0,9%) B 1,5 pasa
uuxke, yem npu XOB (1,4%). Ho BA d¢opmupyercs
3HauYMTeJbHO paHblle no Bospacty, yem XODB, B ToM
YHCJIe M CJIyyad TSKeJIOro TeYeHHs, MPH KOTOPBIX ycTa-
HaBJIHBaeTCsl HHBaJMAHOCTb. DBoJjiee MoJiofo#t Bo3pact
00yCJIOB/IHBAET CPABHUTEILHO HU3KHH YPOBEHb JIETAIbHOCTH
GosbHEIX DA OT BceX MPHYMH M BBICOKYIO CPEIHION
TPOJIOJIXKHTEJIBHOCTb JKU3HH TI0C/Ie YCTAHOBJIEHHS HHBA-
JHAHOCTH. B pesysbTaTe NMpOHCXOAMT MOCTENeHHOE Ha-
KorJjieHHe oflled YHMCAEHHOCTH HHBaJauioB mno DA,
HEMHOTO IpeBblllaloliee UX yOblIb BCJIEJCTBHE CMEPTH.
B Hacrosilee BpeMmsl [0S HHBAJIM/IOB CPeJH B3POCJBIX
6onbubix BA pmocturaer 19,5%. IMpu XOB y 40%
GonbHBIX Myx»uuH ¥ 33% >xeHumH nocie 60 Jer eme
TOJIBKO YCTaHaBJIHBAeTCsI MePBHYHBIN AHArHO3 GOJIE3HH H
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Hupanuanocts npu XH3JI

Ha 100 Goabnbix
cooTBeTCTBYIOUeH (OPMOit Cp NPOAOAIKHTEALHOCTS

Dopmut XH3JI siepasie JKHHK N0C/C YCTAHOBACHHA
HHBAAHAHOCTH
NPH3HANB BCEro HHBAAHAOB
HHBAAHAIMH S
BA 0,9 19,5 21,7
XOBb 1,4 7,8 5,6
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Ta6auua 6

Bospact ymepurux ot Bcex npuuun npu XH3JI

. Cokpautenne cpesneit
Cpeaunit Bozpact ymeptunx (aer) P pe

dopmst XH3JI npoRomKHTELHOCTH JKH3nK (neT)
M X M X

AB 67,1 73,9 = £

BA 58,8 60,1 6,6 13,5

XOBb 62,8 65,8 2,6 8,0

XHB 74,4 77,0 = =€

OHM TIPAKTHYECKH HHKOI/a He CTAHOBSITCS O(HLHANBLHO
NPU3HAHHBIMH HHBAJIMIAMH, HE3aBHCHMO OT TSKECTH
teyeHus1 3abojieBaHusi. Jlist GONBHBIX C MMO3JHHM TI0
BO3PACTy YCTaHOBJIEHHEM HHBAJHJHOCTH XapaKTepeH
CPaBHHTEJIHO BBICOKHH YPOBEHb JIETaJIbHOCTH OT BCeX
npuynH. Birarofaps couetanuio STUX ABYX (PaKTOPOB, IIPH
XOB HH3Ka CpelHsisl MPOJOJIKHTEJBHOCTh XKH3HH Mocie
ycraHoBJsienHst uHBayuaHocTH (5,6 roma) m gons HHBa-
nugoB cpemu 6ombHbix (7,8%), HecMOTpst Ha BBICOKHI
eXKerofiibii Temn HHBanugu3auuu. CiefyeT OTMETHTS,
yTO B BO3pacTHBIX rpynmnax crapie 60 ser uncio 60/bHBIX
¢ TSKEJBIMH TpOsiBIeHHSIMH M ocsioxHeHusamu XOB,
COOTBETCTBYIOLIMMH COCTOSIHHIO HWHBaJuuHOcTH (pac-
npocTpaHeHHast sM(H3eMa, JerouHoe cepjile, XpoHHYe-
cKasi JIETOYHO-CepJleyHasl HeloCTaTOYHOCTb), 3HAYMTENBHO
NpeBbIlIaeT YHCI0 O(GHIMAIBHO NPH3HAHHBIX HHBAJH-
namu. HetpyaHo npeiBHAeTb, UTO MO Mepe yBeJlHYeHHs
Ccpe/iHeit MPOJOJIXKUTEJIbHOCTH JKH3HH HaceJIeHHs, a BMecTe
C STHM H TPOJO/IKHTeJbHOCTH KHU3HM GosbHbix XOB,
GyleT pacTH J0Js TsXKeJblX GOJBHBIX B cOCTaBe Habiio-
JlaeMbIX KOHTHHTeHTOB. B rojisl mpoBejieHHs IaHHBIX HCclle-
JIOBAHHMIT CPE/IHSISI OXKHJaeMasi POJOJKHTENbHOCTh XXH3HH
cocrapJsna aaus MyxuuH 65,4 roga u mas xeHuwH 73,8
roga. CpesiHsisi paKkTHYECKas MPOAOIKHTENLHOCTD XKHSHH®
6oabubix XH3JI moxer ObiTh paccuuTaHa M0 BO3pacTy,
B KOTOPOM OHHM YMMPAIOT OT BceX NMpHynH. Kak BHiHO U3
1a671.6, GosbHBle AB yMHPaIOT 3HaUHTENbHO paHbllle, 4eM
GonbHele XHB, Ho B 06oMX ciyyasix cCpelHHH BO3pacT
YMEpILHX, T.€. CpefHsis (pakTHYecKas MPOIOIKHTEbHOCTD
)KH3HH, TIpeBblLIaeT oxkuaaemyio. Ms storo caenyer, uto
saboneBanve AB u XHDB, Hecmorpsi Ha MHoroseTHee
(xpounueckoe) TeueHHe, He CO3JAET JOMONHHUTEJBHBIX
NPHYHH CMEPTH, OTIIHYAIOIIHXCS OT MPHYHH, CBOHCTBEHHBIX
BceMy HacesieHHI0. BosbiunscTso 6onbtbix XOB 1 ocobeHHo
BA ToXe ymMHpalOT OT OOLIMX Ml BCEro HaceJeHHs!
MPUYHH, HO 3HAYHMTEJNILHO paHblle, yeM Te, KTO He cTpa-
faet stumu 3aboseBanusMu. XOB ¢opmupyercst Kak
TsKesioe 3abojieBaHHe B GoJiee craplueM Bo3spacTe, uem
BA. Bnarogapst stomy 6osbHble XOB ymupaioT nosxe 1o
BodpacTy; uem GoJbHble DA, M coxpallleHHe cpeHeH
NPOIOJKHTEJIBHOCTH JKH3HH Yy HHX MeHee 3HaYHTeJbHO.
[TocKko/IbKy OCHOBHOM /ISl HAaCeJIeHHS] MPHUHHOH CMepTH
SIBJSIIOTCS] pasyiMyHble TMpPOSIBJIEHHS aTepocKJeposa, TO
oueBH/IHO, yTo B codetanun ¢ BA u XObB ouu npusoasit
K Gonee paHHed cMmepTH, yeMm Ge3 3THX 3aboJeBaHHH.
OcHOBHOe 3HayeHHe NPH STOM HMEIOT XapakTep 60Je3HH
H Guosiornyeckue npuanaku (mososasi 06ycJ/IOBIEHHOCTD

M Bo3pacT (opMHpOBaHHSI GOJIE3HH), a He BHEIUHHE
(npodeccus, Kypenne u T.1.). Hanpumep, Hexypsmme
YKeHIMHB!, GosbHble BA, ymMHMpaioT oT Bcex NMpHUYMH B
Cpe/iHeM IMOYTH Ha 3 rojia paHblle, YeM CIJIOLIb Kypsiliue
My»uuHbl, GoabHble XOB, u Ha 17 ner paHblue, yem
HeKypsilue XKeHWUHb, 6onbHble XHB.

Kak BuaHO M3 jaHHBIX Tabs.7, KypeHHe BooOlle He
MOXKeT MrpaTh CKOJIbKO-HHOY/Ib BAXKHOH POJIH B TTaTOreHe3e
u snunemuosornn XH3JI y »KeHIMH, Tak Kak IOJaB-
Jsionlee GOJIBIIMHCTBO MX InpH Becex ¢opmax XH3JI
HUKOTla He KypHJH. Uro Kacaercsi MyXuHH, TO OBLIO
MpoBe/IeHO CpaBHeHHe cTaTyca KypeHus y 6osbHbix XH3JI
M oCTanbHBIX MYXUHH. Cpefd B3pocsbIX MYXX4YHH 6e3
XH3JT okasanoch 33% muxorga He KypuBumx, 9%
6pocHBIIMX KypuTb M 23% YMOPHBIX KypHJBIIMKOB CO
craxem Kypenuss 20 u Gosee Jer. Ocranbhbie 35%
pacrpeieJIHIHCh 110 MHOTMM BapHaHTaM MPOJIOJDKHTENIBHOCTH
U MHTeHCHBHOCTH KypeHusi. Cpenu GosbHbix XH3JI atn
COOTHOLIEHHS OTJIHYANHKCh KaK OT YKa3aHHBIX BBILIE, TaK
1 npu pasubix popmax XH3JI. Haubosee cyiecTBeHHBIMH
npeJcTaBisioTes chaeayioue otauunus. Cpeau 60JbHBIX
AB u ocobenno BA pnonsi HHKOrza He KypHBIUMX 3Ha-
YHTEJIbHO BBILLIE, YeM CPe/iH OCTANbHBIX MY»UHH 6e3 3THX
3a60JieBaHUH. DTO MOXKHO OOBSICHUTH TOJBKO TeM, YTO
eute 1o popmupoBanusi ¥ BeisiBaenus BA n AB npucyt-
CTBOBAJIM KaKHe-TO ()aKTOpbl, NPENATCTBYIOLIHE Havamly
KypeHust. OTHHM H3 TaKHX (PaKTOPOB MOXKET GbITh BBICOKasI
peakTHBHOCTb GPOHXOB Ha BHellHHe pasjpaxenus. [Ipu
XB, ocobeHHO HCOBCTPYKTHBHOM, HA06OPOT, 10JIS HUKOT/a
He KYpPHBLIHX MeHblle, a JUIHTeJbHO KypsiluX — Goublile,
yeM CPefiy HaceJIeHHsl. DTO — HeCOMHEHHOe I0Ka3aTe/IbCTBO
yyactus KypeHus B hopmupoBanny XB y My»KuHH, KoJiu-
yecTBeHHO Hanbosiee BeipaxkerHoe npu XHB. Ipu BA u
XOB pos1s1 GPOCHBIIMX KYPHTb COCTaBJISIET COOTBETCTBEHHO
23 u 21% npotus 9% cpenu ocTaNbHBIX MYXKYHH, YTO
MOJUYEPKHBAET TJIOXYIO COBMECTHMOCTh STHX 3a60/IeBaHHIA
¢ KypeHneM, ocobeHHo npH Tskesom Tevennd. [Ipu XHB
6pocHBLIMX KypuTb poBHO cTombko (8,6%), ckosbko
cpenu myxunH 6e3 XH3JI. O6paraet Ha ce6s1 BHUMaHHe,
yTo, B oTyiuHe oT BA, cpenn GonbHbix AB nonst anuTesbHO
KYpPSILIMX TaKas Xe, KaK CpeflH BceX MYXUHH.

[IpuBefeHHble JaHHblE, OLIEHEHHble B COBOKYMHOCTH,
MO3BOJIMAM cesaTh ciefyioulee sakiaouenue. BA, XOb
1 XHbB pasnuuaioresi mo 60JIBIIMHCTBY SIH/AEMHOJIOTHYEC-
KHX TMPH3HAKOB M, CJIeloBaTeJIbHO, fBJSIOTCA 3abode-
BaHHSIMH C OPHTHHA/LHOW smuuemuodorneii. Hx cymec-
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Pacnpeaencune 6oabueix XH3JI no crarycy KypeHus

Ha 100 Goapnuix cooTseTcTByIOUMMM 3260AeBaHHEM
Popmut MysRunnb Yenummnu
XH3J1
Hukorsaa ne Bpocuan Kypst 20 # | Huxoraa e | Kypsar 20 u
KypHau KypuTb Gonee net KypHAH Gonee net
AB 42 11 23 91 3=
BA 54 23 6 97 0,4
XOB 31 21 27 93 2
XHB 23 9 39 79 7
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TBOBaHHE B KaueCTBE CaMOCTOSITEIbHbIX HO30JIOTHUECKHX
¢opm BrioJHe onpasgaHo. AB y B3pocJIbiX 110 SMHAEMHOJIO-
FHYECKHM NpH3HAKaM HeofHopojeH. YacTb GOJIBHBIX C
3THM JIHarHO30M MO HEKOTOPbIM MNapameTpaM 6JH3Ka
GosnpHbiM BA. He uckimoueHo, 4To 3Ta yacTh GOJIbHBIX
H3HayalbHO cTpajgaeT BA, puarHoctHpyemor Kak AB.
Jpyras (6osbliasi) yacTb GOJBHEIX C 3THM JMAarHO30M
6smska GoabHbiM XHB, nporexatomym Ha (oHe rumep-
4yBCTBHTEJIbHOCTH GPOHXOB K XOJIOAY, TaGayHOMY AbIMY
M JIPYTUM BHELUHHM HppHTaHTaM. MeXyHapoHas Kaac-
cupukauua GosesHelt IX nepecmorpa, mpHu3HaBasi cam
3TOT JMArHo3, MO3BOJIIET OTHOCHTb €ro Kak K “actme
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HEyTOYHEHHOH”, TaK H K “06TypalMOHHOMY XpOHHuec-
KoMy Gporxuty”. [Tofo6Hast HeonpeAeIeHHOCTD, pasyMeeTcs,
He ciayyaiiHa. Hamm maHHble ykaselBaloT Ha TO, 4TO IO
HEKOTOPBIM BaX{HbIM STHAEMHOJOTHYECKHM TPH3HAKAM
GosbHbIe AB cyliiecTBEHHO OTJIHYAIOTCS KaK OT GOJIbHBIX
APYTHMH (opMaMH XPOHHYECKOro GpOHXHTa, TaK H OT
GosbHbIX BA. Heobxonumbl crieluaiibHO CrJlaHMpOBaHHbIe
HccyieloBaHusl st 6osiee IeTaJNbHOrO H3yUYeHHsl Hayallb-
Horo nepuoia ¢opmuposanus AB u ero mosrocpounoro
NPOrHo3a.

TMoctynuaa 09.04.94.

B.M.Makapos

PACITPOCTPAHEHHOCTDb XPOHHUYECKOI'O BPOHXHUTA,
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Summary

In the article the data of epidemiological screening among 1448 citizens of Arctic, Subarctic and Central
Yakutia are presented. Investigation of the prevalence of bronchial asthma and chronic bronchitis among various
etnological groups was the purpose of the study. The complete data of the population morbidity and the comparative
analysis concerning the various groups of the examined contingent are presented.

Pesome

B crartbe npuBoOAATCS AaHHBIC SMHACMMONOTHYECKOTO CKPHHHMHTa 1448 uejioBek, NMpOXHBAIOIMX B
3amonspuoit, Tlpunonsproit u Llentpanphoit Sxytuu. Llenbio McciegoBaHus GBUIO M3yuYeHHE
PacMpOCTPAaHEHHOCTH GPOHXUAIBHOM aCTMbI M XPOHHYECKOTrO GPOHXMTA CPeiH pas/MYHBIX STHUYCCKUX TPYIIL.
ITpuBoasITCS: MCYEpTIBIBAIOILME AaHHBIC 11O 3a60/IEBAEMOCTH HACEICHUS M CPABHUTEIBHBII AHAIU3 B 3aBUCHMOCTH

OT TpyNMbl 06C/IeAYeMOro KOHTHHIEHTA.

B nacrosiee Bpemst Bce Gosiee akTyasIbHOH CTAHOBHTCS
npobjieMa H3yuyeHHsi HCTHHHOH pacrnpoCTPaHEHHOCTH
xponuueckoro 6ponxuta (XB), 6GponxuanbHOH acTMbI
(BA) Ha 6ase HayuHO 060CHOBAHHBIX STTHIEMHOJIOTHYECKHX
MCC/Ie/IOBaHHH, TaK KaK JaHHble MeJHUHHCKOH OTYETHOCTH
He OTpaXaloT 06beKTHBHOH KapTHHBI PaCclipOCTPaHEHHOCTH
Jserounoi natosioruu [1—4]. B s1oii cBasu Heo6xomumo
yAeJsaTh oco6oe BHHMaHHe H3yYeHHIO (paKTHYEeCKOH pac-
npoctpaHeHHocTH XB, BA B peasbHO comocTaBHMBIX
YCJIOBHSIX BJIMSIHHSI CYPOBBIX, SKCTpPeMaJIbHbIX KJIHMaTH-
YecKHX (paKTOpoB B 3HMHee BpeMsi, Korja oTMeyaeTcs
“nuk” 3aboseBaemocTH Ha Kpaiihem Cesepe, rae eute
COXPaHSIIOTCS OTHOCHTEJIbHO YHCTbIe 9KOJIOTHYECKHE YCJIO-

BHfA B GOJIbLIIEH YACTH CEJILCKOXO3SIHCTBEHHBIX PaiOHOB
Pecny6anku Caxa (Sxytus).

B HacTosiiiee Bpemsi mpo6JieMa 30pOBbSi HACeJIEHHUS,
JUIHTEJIBHO NPOXKHBAIOLLETo B SIKyTHH, la/leKa OT ee pellleHHs!.
IIpH 5TOM cepbesHylo 3HaYMMOCTh NpHOGpeTaeT HeoGXOoMH-
MOCTB OLICHKH H ONpe/ie/leHHs] BO3MOXKHOCTEH HHIHBHAY-
aJIbHOH IyJIbMOHOJIOTHYECKOH MOMOLIM GOJbHBIM, CTpa-
JAIOIUHM XPOHHYECKUMH OBCTPYKTHBHBIMH GOJIe3HSIMH
OpraHoB JbIXaHHS.

KnHHHKO-511H1eMHOMIOTHYECKHE HCCIe[IOBaHHS HACEIeHHS]
TPOBOJAMJIMCE C 3allOIHEHHeM MPOTOKOJAa Ha KaXJoro
o6ciieyemMoro, paspaboTaHHOrO Ha OCHOBaHHH paHee
COCTABJICHHOTO ONPOCHHKA JlaGopaTopHeli SMHAEMHOJIOTHH
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1 npeBeHTHBHBIX nporpamm HHHW nynsmononorun M3
P® rio eBpornefickum craniaptam. B npoTokos HeesejoBaHust
TaK)Ke BHOCHJIHCH JIaHHbIE CITHPOMETPHH, (parrooporpaduu
I PeHTreHorpad)uH OPraHoB IPyIHOH KJIETKH 06cJIe/yemoro,
KpOMe TOrO pesyJibTaThl aHa/IH3a NepH(pepruIecKor KPOBH
| YPOBHSI HMMYHOIVIOOY/IMHOB CBIBOPOTKH KPOBH 6O/IbHBIX
Xb u BA. Hapsiny ¢ aTHM npoBojuiach 3JIeKTPOKapAHO-
rpadusi ¢ momoupio npubopa “Maubiu” y Beex TeMaTH-
yeCKHUX OOJIbHBIX M Y JIHL, HMEIOIMX »a/loObl Ha 60JH B
o6JsiacTH cepjlia B MOMeHT o6caefoBannsi. CriupomeTpus
0CYLIECTBJISIAC C TOMOLLBIO OTEUEeCTBEHHOTO LIM(pPOBOro
npubopa “Munurect”.

C uesnbi0 M3Y4YEeHHS MCTHHHOH pPacnpocTpaHEHHOCTH
XB, BA B 1993 rojty npoBojuiicst MyJIbMOCKPUHHHT y 1449
yesioBek B Bodpacrte 7—90 JsieT B npHpaBHEHHBIX KJIHMa-
THYECKHX YCJIOBHSX 3UMHEro BpeMeHH B MATH BBIGOPOUHO
B3ITHIX CEJIbCKHX HAaceJIeHHBIX MYHKTaX € pasjH4YHBIMH
KauMaToreorpauyecKUMH yCJOBHSMH 3amnoJisipHOH,
[punossipHoit 3oH 1 LlenTtpanbHoit HKyTuu.

KiumaTtoreorpaduueckue ycaosusi aByx ceq (Bambik-
tax, Meinparaii) LlentpanbHoit SIKyTHH CYLIECTBEHHO He
OTJMYAIOTCSl APYr OT Apyra. B To »Xe Bpemsi oTMeYeHbl
pasHyHsl KIMMaToreorpauueckyx yCloBHi TpeX HaceeH-
HbIX NYHKTOB ceBepHbIX paiioHoB: B Caceipe, Ky6eprane
OTHOCHTEJIbHO YMepPeHHBI cy6apKTHYeCKHH KJHMAaT, a B
OJieHeropcke »KeCTKHH apKTHYeCKHH KJIHMaT.

[lpu pacnpesieleHHH Mo Mojry 06C/e[I0OBaHHBIX JIHL{
OTMEYaJIoCh, YTO MYXKYHH ObIIO MeHblIe, YeM >KeHIHH.

C uesnbio H3ydeHusi pacrpocTpaHeHHocTH XB, BA
Cpe/iy pa3JIHUHBIX STHHYECKHX TPYIII XKHTeJH BeeX obere-
JyeMBIX HaceJIeHHbIX MYHKTOB (3a HCKJ/IOYeHHeM He3Ha-
YHTEJIbHOM YaCTH YKUTEJIEH, KOTOPYIO COCTaBJIsIeT MPHILIJIoe
HaceJleHHe) B 3aBHCHMOCTH OT KJHMaToreorpauieckux
YCJIOBHH MeCT MpOXHBAaHHA HaMH ObIH pasjiesieHbl Ha
clleflylolliHe 3THHYECKHE TPYMIbl: SKYThl LUEHTPajbHBIX H
ceBepHbIX paioHoB, HapoaHocTH Cepepa. M3 1430 venoBek
KOPEHHOT0 HAaceJeHHSl AKYTHl LEeHTPalbHBIX PaHOHOB
coctaasin 53,8%, SIKyThl ceBepHbIX paitoHoB 32,8%,
naponHoctH Cesepa 13,4%. Cpenn o6ciiefjoBaHHBIX
STHHYECKHX TPYMI MYXUYHH ObJIO MeHblle, YeM >KEeHLIHH
cootBeTeTBeHHO: 45,5% 1 54,5%: 40,5% 1 59,5%; 37,5%
1 62,5%. OTHOCHTe/IbHO MeHbIIHI OXBAaT MYXUYHMH Kak B
HaCeJIeHHBIX TMYHKTaX, TaK H Cpeiy 3THHYECKHX Tpym
CeBepHBIX PaHOHOB MOXKHO OOBSCHHTb Te€M, YTO HEKOTOpasi
YacTh TPY/OCIOCOBHOro HacesieHHst (My»KUHH) KPYTJIOrOAHYHO
HaXOAMTCSl 3a TpeJie/laMH HaceJIeHHbIX IyHKTOB, 3aHSIThI
TPAJMLHOHHBIM PEMECJIOM, BelyT KoueBoH 06pa3 XKH3HH.

O6cnienoBaHHble ObUIH pacripesiesieHbl Ha TPYMIIbI 10
npodeccHoHaNIbHON NpHHAJIeXKHOCTH. B aTHX rpynmax
npeobsafiaiy JiMLA, 3aHHMalOLIHecs MpPeHMYIeCTBeHHO
(hU3HYECKHM TPYIOM (49,4%). Jluna, saHuMaoLIHecs
YMCTBEHHBIM TPYJOM, COCTaBHJIH 27,7%, neHCHOHepHI
15,8%, momoxossiiiku 6,9%, uepaboraoume 0,2%. B
TPYIIy JIMLI, 3aHUMAIOLLMXCS IPEUMYILECTBEHHO (PH3HIECKHM
TPYJAOM, Hapsily ¢ APYrHMH pab6oyHMHM, BOLLIH TaKxe
JiHUa, paota KOTOPLIX CBSI3aHa C BO3/leHCTBHeM HebJaro-
TNPHSATHBIX KIMMATHYECKHX H NPOH3BOACTBEHHBIX (haKTOPOB:
YXHBOTHOBOJIbI, MEXaHH3ATOPbI, OJIEeHEBO/Ibl, OXOTHHKH.

M3 obuiero uncsa o6csieIoBaHHBIX XPOHHYECKHE Hecrle-
unHuyeckrue 3aboJsieBaHUS JIETKMX ObIIH yCTAHOBJIEHBI Y
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227 (15,7%) uenosek. Benymee mecto 3anuman XB
(87,2%), BA coorBeTcTBeHHO cocTaBasiia 5,7%.

[Ipu ananuse pesynbTaToB 06CJIeOBaHHSI HacCeJIEHHS
MATH CeJl Pa3/IMYHBIX KIMMaToreorpaguuyecKux perHoHOB
pecry6/IMKH B MaKCHMaJIbHO MpHPABHEHHBIX KIHMaTHYec-
KHX YCJIOBHSIX YCTAaHOBJIEHA NPAaKTHYECKH OJHHAKOBasl
pacnpocTpaHeHHocTb XB cpesy xuteseit AByX cei rpa-
HHYaLUX [ABYX LEeHTpa/bHbiX paionos (151,4 u 139,3 na
1000 nacenenns). B To xke Bpemst y xuteseit cen Cachip
1 Ky6Gepraus fByx cMexHBIX ceBepHbIX paioHoB [Ipuro-
JSIpbst ¥ 3anoJisipbsi 3TOT MOKasaTesb Obl CyLIECTBEHHO
HHXKe, YeM Y XKHUTeJIeH LeHTPaJbHbIX paioHOB SKyTHH
(124,5 u 108,7 na 1000 HacesneHHst), 4TO MOXKHO OOBACHHUTB
OTHOCHTEJIbHO YMEePEHHBIM Cy6- 1 apKTHYECKHM KIHUMAaTOM.
Opnnaxo y Jsmu, npoxkusaiouwux B cene OuieHeropck y
apKTHYeCKOro rnobepexxbsi 3anoJisipbsi, JaHHBIH 0KasaTelb
3HAYHTEJIBHO BBILIE, YeM Yy XKHTeJIeH ABYX APYTHX PErHOHOB
1 coctaBua 166,7 Ha 1000 HacesieHusi, 4YTO MO-BHAHMOMY,
06yCJIOBJIEHO CYpOBBIM apKTHYECKHM KauMaToM. BmecTte
c TeM, H3 obuiero yucjaa 6oJbHBIX ¢ BbisiBJIeHHBIM XD
Bejlylllee MeCTO 3aHMMAlOT GOJibHble C XPOHHYECKHM
0GCTPYKTHBHBIM GPOHXHTOM, 33 HCKJIOUeHHeM GOJIbHBIX
XB, npoxwupatomux B cese OJieHeropek.

Kak noxasajo o6cienoBaHHe, pacnpocTPaHEHHOCTb
BA BapbupoBaa B npesienax 2,5—26,7 Ha 1000 HaceneHus
cpefiH XHUTeJIeH MATH ces 6e3 OTYETHBOH 3aKOHOMeEp-
HocTH. OTMeYeHo, YTO JIAHHBIH IT0Ka3aTesb Obll CyLeCTBEHHO
Bbite B ¢.Cacelp Momckoro parioHa, B c¢.KyGepraus us
Tpoux GosbHbiXx BA 1BOoe paHee He cocTOsIM Ha
JIMCTIAaHCEPHOM Yy4YeTe H He IMOJIy4aslH HHKAKOro JieueHHsl.

Pacnipoctpanennoets XB cpeau sTHHYeckux rpynn
Gbl1a MOYTH OAMHAKOBOH M COOTBETCTBEHHO COCTaBHJIA
14,6%; 12,1%; 13,56%. B ctpykrype XB npeo6aanan
XpOHHUYeCKHi1 06¢TpyKTHBHbIH GporxuT (XOB) y sikyToB
LIeHTpasibHbIX paiioHoB M HaponHocTe# Ceepa. OTmeuena
Gonee Bhicokas pacripoctpaHentocts BA (1,9% cayuaen)
y SIKyTOB CEBEpPHbIX PaHOHOB, YeM y APYTHX STHHUECKHX
TPYINI: Y SIKYTOB LEHTPAJIbHbIX PaHOHOB H HapOJHOCTEH
Cesepa coorserctBeHHO 0,26% 1 1%.

I1pu aHann3se yacrtoth cayyaes Xb cpenu npodeccro-
HaJIbHBIX TpynM, paboTa KOTOPHIX CBfi3aHa C TsDKEJIbIMH
M He6JIaronpHsITHBIMH YCJIOBHSIMH, H3 65 XHBOTHOBO/IOB
XB eoisiBnien y 6. ¥ Bcex ycraHosieH XOB.

M3 109 mexanusaropoB 18 crpaganu XbB: y 9 — xponu-
yecKHit HeobeTpyKTHBHBIH 6porxuT (XHB), y apyrux 9 — XOB.
s 16 xoneBonoB y 3 ycraHoBjeH XB, H3 HHX Yy OJIHOro
XHB. U3 30 onenesosos y 4 otmeueH Xb: y 1 u3 unx XHbB
1y 3 — XOB. Cpean OXOTHHKOB He JHarHOCTHPOBaH HH
onun cayyai XB. OtHocuTesbHasi yactoTa ciyyaes Xb
HabJoasach Y MEeXaHH3aTOpPOB, KOHEBOJOB, OJIHEBOIOB H
HECKOJIbKO MeHbllle Y XKHBOTHOBOJIOB. B To ke Bpemst XOB 6bint
CPaBHHTEJIBHO Yallle y KOHEBOJIOB, XKHBOTHOBOJIOB H MeXa-
nusatopoB. BA artonuueckasi (opma, asa peMHCCHH C
KPaTKOBPEMEHHBIMH M PEIKHMH TMPHCTYMaMH YAyLIbsl Ha
HEM3BECTHBIH ajllepreH BbisIBJIEHA Y OJIHOTO OXOTHHKA.

Ms 198 Goabubix XB y 105 (53,3%) GoubHbIX 3ape-
ructpupoBai XOB n 'y 93 (46,7%) XHB. ITpu stom XOB
BoisiBieH cootBeTcTBeHHO Y 35 (5,6%) Myxuun u y 70
(8,5%) xenumn, XHB auarnoctupoBan y 48 (7,7%)
MyxunH u y 45 (5,45%) xeHuuH.




Ta6nuua

Comnocrasienne pacnpocrpancunoct BOJI, XB, BA no
JAHHBIM MeJIHUMHCKON cTaTHCTHKHM 3a 1992 r. n
nyasmMockpununra sa 1993 r. na 1 000 nacenenus

Haumenosauuns paitonos Ooniii vasia ‘]::Ae:;:)::h ot
HRosEAR i u::::ncmm BOJL XB BA
1. AG6bificKui MejicTaT 3 988 40799 16,7 5,6
n.KyGepratsi Me/cTaT 409 3814 244 24
CKPHHHHT 276 — 108,7 10,8
2. AnnauxoBCKHH MejcTaT 3 500 346,2 206 7,2
n.OneHeropek  yepnerar 279 5949 323 7.2
CKPHHHHI 139 — 166,7 7,2

3. Meruto-

Kauranacckuit MmeacTat 2 969 354,2 26,2 2,6
n.Bansikrax MezicTaT 640  437,5 484 4,7
CKPHHHMHT 403 — 15614 25
4. Momckuit MejcTaT 3 577 3442 40,3 8,2
n.Cacuip MeacTaTt 515 — 11,7 156
CKPHHHUHT 265 — 1245 26,7
5. UYypanuuHckui MeacTaT 11 874 378,7 17,1 3,0
n.Meinparai MejicTaT 606 31572 L1b==8:3
CKPHHHHT 366 — 1393 2,7

M3 105 Gonbubix y 76 6pur ycraHosiaen XOB B ¢ase
pemuccuH, (asa oboctpenuss — y 21 GosbHoro, ¢asa
3aTuxaiomero o6octpeHuss — y 8, npu Tom y 3THX 29
GOJIbHBIX Hapsaay ¢ 6POHX006CTPYKTHBHBIM CHHAPOMOM GbLII
BBISIBJIEH TaKXKe OpPOHXHTHYeCKMH cHHApoM. M3 Hux B
pesy/bTaTe KIHHHKO-WHCTPYMEHTAJbBHBIX HCCJIEOBaHHH
YCTaHOBJIEHA JIErOYHO-cep/ievHasi HeIoCTaTouHoCTh: [ cT. —
y 4 (3,8%) 6oabubix, [—II ct. — y 9 (8,6%), IIA ct. —
y 7 (6,6%), IIB er. — y 9 (8,6%) GombHbIX. Y nocaeaHux
ObUIH HapylIeHHs] KPoBooOpallleHHs] B GOJIBLIOM Kpyre
(sacToiinas meyeHb, MACTO3HOCTL MJIM OTEKH Ha HOTrax).
7 GosmbHBIX W3 9 TOCNMHTANH3HPOBAHBI, 2 OTKAa3aJIHCh IO
pasHBIM NIPHYHHAM OT cTauHoHapHoro JeyeHust. Mtak, XOB
XapakTepH3yeTcst TSKeJbIM Te4YeHHeM, YTO 06YCJIOBJIeHO
TPHCOeIHHEHHEM JIETOYHbBIX M BHEJIETOYHBIX OCIOXKHEHHH.

“H3 93 Gosbubix XHDB y 84 3a6oseBanue 6610 B hase
pemuccHH, y 9 ycTaHoBleHa (asa 0GOCTpeHHs, Yy HHX
ObUIH SIBJIeHHSI GPOHXHTHYECKOrO CHHAPOMA.

U3 obuero uncna obeinenoBanubix jaul BA yeraHosieHa
y 13 (0,9%) uenoBek, us HuX y 4 My»UHH ¥ 9 XKeHIIHH.

Aronmnyeckast popma BeisiBlIeHa y 3 GosbHEIX BA, Hudek-
LIHOHHO-aJlIepruyeckas — y 5, cMeluaHHasi opMa — y 5.

Pasa 3aTHXxaoLIero 060CTPEHHS H3 HUX OTMeYeHa y 6.

GoJIbHBIX, TOPMOHaJIbHASI 3aBHCHMOCTb ¥ 1, a y apyrux 6
— d¢asa pemuccuu. Tskenoe TeyeHue 3abosieBaHMS
OTMeueHO y 3 GOJIbHBIX: Y OJJHOrO HaGJII0aeTCst 3aTAKHOM
MPHUCTYT YAYIIbS, Y ABOHX — YacThble MPHCTYIIHL.

[TpusHaxu serouHo-cepaevHoi HegoctatTourocTH [—II
CTeleHH BhIsIBJIeHB Y | 13 3 Ts)Keo6oNbHBIX.

Cunraem HeOGXOAMMBIM NPOBEICHHE HHIUBH/YaJIH3HPO-
BaHHOTO JieYeHHs! BceX BhIABJIEHHBIX OoabHbIX XOB, BA.

Bwmecre ¢ TeM ciielyeT OTMETHTb, YTO NIPH COMOCTaBEHHH
JA@HHBIX CKPUHHHra ¥ MEIMLIMHCKON CTaTHCTHKH PaHOHOB

HaMH YCTaHOBJIEHO, YTO HMMEIOTCSl 3HAYHTeJbHble pas-
JH4Hst B pacripoctpaHéHHocTH XB (ra6amua). Tak, no
JaHHBIM MeJIMLMHCKON CTAaTHCTHKH PacrpocTPaHEHHOCTh
Xb 6bu1a B 2,5—10,5 paza MeHblue, YeM ero peasibHas
pacnipoctpaHeHHocTb. [Tokasatesn pacnpoctpanenHoeTH BA
B COINOCTaBHMBIX JaHHBIX B CPeHeM ObUIH OJHHAKOBbI.

CunrtaeM, UTO OTMEUEHHBIE CYLIECTBEHHbIE PA3JIHUHS
pacrnipoctpaHeHHocTH XB 1o odHuHAIbHBIM H CKPHHHH-
rOBbIM JIaHHBIM OGYCJIOBJIEHBI CJeAYIOLUMH (paKTOpaMH:
3aHHXXEHHe STHX NoKasaTeJieH Mo pasIHYHbIM NPUYHHAM,
HU3Kasl 06palllaeMOCTb HaceJIeHHSI U OTCYTCTBHE JOJXKHOTO
BHHMaHHsI CO CTOPOHbI BpayeH K HAaHHOH CepbesHoli
rpynne 6oJbHbIX, cTpajgaowmx XBb. Xors oTmeuancs
HUSKHH mnpoueHT BA B oTHoweHHH o6uiero 4ucia
GoJiesHeH OpraHoB JbIXaHHS, AHATHOCTHKA M JeueHHe
Kaxkzioro 60JibHOro 0603HayaeT JIMUHYIO Cyap0y MalHeHTa,
BKJIIOYasi KAYeCTBO €ro »KH3HH.

Takum o6pa3om, kak noKasai pe3ybTaThl HCCJIEIORAHHSI,
XB siBnsieTcss pacrnpocTpaHeHHbIM 3a6oJieBaHHEM Cpey
MKUTENIeH ceNIbeKUX paioHoB. Hapsiny ¢ THM GbLIH BBISIB/IEHb!
CYLIeCTBEHHbIE Pa3JIHYHsl 3TOro MNoKasareJsi, 06ycJioB-
JIeHHble 0COBEHHOCTSIMH KJIMMaToreorpa)Myeckux ycJIoBHil,
NPHUCYLIHX KaXX/I0H PerHOHaJbHOH 30He, YTO COryIacyeTcsi
¢ paHHBIMH JHTepatypsl [5,6]. B To e Bpems pacnpoc-
TpaHeHHocTh XB cpenn sTHHYeCKHX Tpynm He HMesa
CyIIeCTBeHHBIX pas3inuui. Heo6xoaumMo oTMeTHTB, 4TO
He6/1aronpHUsTHbIe POM3BOACTBEHHBIE yC/IOBHS (MOBBIIIEH-
Hasl BJIQXKHOCTb, 3ara3oBaHHOCTb, paboTa Ha CKBO3HSKaX,
SKCTPeMaJbHbIe METEOYCJ/IOBUS) 3HAUMTELHO MOBBIIAIOT
puck passutHss XB M BeposTHOCTb NporpeccHpoBaHHs
3abosieBanus y 60ibHBEIX. [To pe3ysbTaTaM nmpoBefeHHbIX
uccieoBanui, BA He siBisieTcst LUMPOKO pacrpocTpaHeH-
HOH TAaTOJIOTHEH CpelH CeJbCKHX JXKHTeNeH, TaKKe He
BbISIBJIEHA ee OTYeTJIMBasi 3aBHCHMOCTb OT KJIMMaToreo-
rpapuyeckux ycjoBud. Bmecte ¢ TemM oTMeueHbl pas-
JIMYHSI B pacripocTpaHeHHOcTH DA cpeau sTHHYecKHX
TPy, YTO MOXKHO OOBSCHHTb WHAHBHAYaJbHOH THIep-
YYBCTBHTEJIbHOCTBIO OT/EJbHOrO GOJIbHOrO Ha OfMH HJIH
rpyMNmny aJjepreHos.

B nacrosiee Bpemsi MefHLHCKOe obecriedeHHe Hace-
JIEHH$I 110 TIPHHLHKIY 00palllaéMOCTH He MOXKET MOBLICHTh
YPOBeHb KauecTBa MyJbMOHOJOTHYECKOH IMOMOIIH.
Bmecte ¢ TeM Heo6XOAMMO OTMETHTh, 4YTO KJHHHKO-
SMHUAEMHOJIOTHYEeCKHe 0b6cyieloBaHHSI HAaCeJIeHHs C
MCIOJNIb30OBaHHEM CTaHAAapTH30BaHHOTO MPOTOKOJA
MCCJIe/IOBaHUs, OCHOBAHHOTO Ha OTEeYEeCTBEHHOM H
3apy6e)xHOM omnbiTe, ¢ LH(PPOBOKH CIHPOMETPHEH MOTYT
OTPa3uTh 06beKTHBHYIO KapTHHY HCTHHHOHM pacnpocTpa-
HenHoctH XB. Oto 6ysmer crmocoGeTBOBaTH NPHHSITHIO
KOHKPETHBIX, 060CHOBAaHHbLIX pelIeHHH BOMPOCOB obec-
MeyeHHsl HaceJleHHsl JIeKapCTBEHHBIMH CpeiCTBaMH H
peasinzauuu nporpamm npogpunaktuku Xb, BA.

B bl B O 1 BI

1. PacripocTpaHeHHOCTb XPOHHYECKHX HecrelupHyec-
KHX 3a6ojieBaHHI JIETKHX CPelH B3POCJIOro HaceseHHs
CeJIbCKHX paloOHOB B cpenHeM cocTaBaser 15,7%, B
ctpyktype ux XB — 87,2%, npu strom XHB u XOB
cooTBeTcTBeHHO cocTaBasiioT 41,0% u 46,2%.
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2. PacripoctpatnenHocTb XB cpejin B3poc/ioro HaceJleHHs!
cocrapasier 13,7%. IIpu 5ToM JAaHHBIHA MOKa3aTelb y MyX-
YMH M JKEHLIHH COOTBeTCTBeHHO coctaBsiioT 13,3% 1 14,0%.

3. PacnpocrpanenHocts XB B HacesleHHBIX MyHKTax
ceJIbCKHX PalOHOB C Pa3JIMYHBIMH KJHMaToreorpadguuec-
KHMH YCJIOBHSIMH HMeeT CYyLIeCTBeHHble PasjIM4usi, NpH
5TOM I10KasaTeJib Obll 3HAYUTEJLHO BbILLE CPeJH JKUTeJeH
3anoisipbsi M MeHblle cpenu xutejed [lpunonspes u
3amnoisipbsi ¢ OTHOCHTEJIBHO yYMepPeHHbIM cyGapKTHuec-
KHM KJIMMAaTOM, M COOTBeTCTBeHHO cocTaBua 16,7%,
10,8% un 12,4%.

4. PacnipoctpaneHHocTb XB cpe STHHUECKUX TPy
SIKyTOB LIEHTPAJIbHBIX PaHOHOB pecry6JIHKH, SIKYTOB ceBep-
HBIX paioHOB M HapoaHocTed CeBepa IMOYTH OJMHAKOBA
u cooTBeTcTBeHHO coctaBaseT 14,6%, 12,1% u 13,5%.

5. Ilpu conocTaBieHHH JaHHBIX MEIHLIHHCKOM CTaTHC-
THKHM M Pe3yJ/IbTaTOB CKPHHHHTA BBISIBJIEHbI CYLIIECTBEHHbIE
pasiuyMs, NokKasaTeJH pacnpoctpaHeHHocTH XbB
cooTBeTCTBeHHO cocTaBuau B cpeaneM 3,0%, 13,7%.

6. BoubHele BA cpeau cesnbeckoro HaceseHust SKyTHH
coctaBuan B cpenHeM 0,9% u3 umcaa o6csie0BaHHBIX
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aui. IIpu sTom pacnpoctpanerHocTs BA cpenu sTHHYec-
KHX TPYMN SIKYTOB LEHTpaJbHbIX paioHoB — 0,26%,
SIKYyTOB CeBepHBIX paioHoB — 1,9%, Hapoammocreii
Cepepa — 1%.
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IIPUMEHEHHE CIIEKTPAJIBHOTI'O AHAJIN3A 39KT K ITPOBJIEME
JUATHOCTUKHU T'HITEPTPO®HH ITPABOI'O INPENCEPIUSA ITPU XH3JI

Llentp HeotsoxHoi nyabmonosoruu LIPKB Ne 4 r.Kuesa; Kaenpa kBauToBoit panHodusuku
Kuepckoro YiuBepcuTeTa \

RIHGT ATRIUM HYPERTROPHY DIAGNOSING BY MEANS OF THE ECG SPECTRAL ANALYSIS
DURING CNPD

N.I.Lyashenko, J.D.Usenko, M.Yu.Hvastuhin, I.A.Chaykovsky

Summary

The spectral Fouricr-analysis of the ECG Prj-wave was studied in 36 patients with bronchial asthma and

chronic bronchitis before and after exercise. It was found that the ECG Pjj-wave spectrum can be used for the

- right atrium hypertrophy diagnosing especially during the earlier period when it could not be determined with the

common ECG method. The critheria of atrium hypertrophy is based on the Pij-wave spectral minimum existing

in the frequency range. of 20—100 Hz. The low-frequency minimum position is well related with the atrium

hypertrophy power. The results of the study were analysed in terms of the double-component model of atrium
excitation. The first minimum position shift is caused by the atrium exciting times difference.

Pesiome

Y 36 60/1bHBIX GPOHXHANLHOI ACTMOI ¥ XPOHHYECKMM GPOHXUTOM ITPOBOIMIICS CTIEKTPaIbHEIH Dyphe-aHamm3
Pr1-sonust DKT 10 v nocse (usnyeckoii Harpysku. O6HapyxeHo, uyto criektp Pi-onHsr OKIT MoxeT 6bITh MCIIO/Ib30BaH
JUTSI IMarHOCTHKY TUTIEPTPO(HH TIPaBOro NMpecepanst 0COOeHHO B paHHMIA IEPHOI, KOTIa 3TO HE BRISIR/ISIETCSI C TOMOLLBIO
o6bryHoit DKT. Kpureprem mpeacepaHoit rurnepTpodmu sIRISIETCsT CIIeKTPpATbHBIN MHHMMYM PI[-BOJIHBI B AuanasoHe
yactot ot 20 1o 100 I'it. TTosoXeHUe HU3KOYaCTOTHOrO MUHHMYMa COOTHOCHTCSI CO CTENEHBIO THTIepTPO(hHH TIPEACepavsI.
[TonyueHHBIE pe3ylbTaThl 06pabaThIBANIMCH B TEPMUHAX ABYXKOMIIOHCHTHOH MOJIENH BO30YXIECHUS Mpeacepausl.
CMelLeHHe TIO3ULUHN TIepBOro MUHMMYMA BbI3bIBACTCSI BpEMEHHOM pasHHLICH BO30YXKICHMS NPEACEPAHS.
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CrniekTpasibHOE pasJioKeHHe, Hapsily ¢ APYTHMH COBpe-
MeHHbIMH MeToflaMH aHaau3a JKI, TakuMH Kak BeKTOPO-
kapauorpadus, auddepenunanpio ycuaennas KT,
HceseloBaHHe nocTnoTenmanos [3,5] u apyrue, nossoasior
TMOJIYyYHTb LIEHHYIO JOTIOJHHTEJbHYI0 HH(pOpMaLHIO O
nesiTeJIbHOCTH cepiua. Boabluasi yacth paboT B 3TOM
HaMpaBJICHHH TOCBSILIIEHA HCC/IeIOBaHUIO XapaKTepHCTHK
noJiHoro Kapauouukaa {1,4], a rakxke 6opb6e ¢ urymamu
sanucn [7]. Opmaxo, MOCKOJNbKY OTHENbHBIE YYaCTKH
BpeMEeHHOH 3amHcH 0GYCJIOBJIEHb Pa3/JHYHbIMH (H3HYe-
CKHMH MpOLeCcCaMH, MO HallleMy MHeHHIO, NpeJcTaBisierT
MHTEpec NpHMeHeHHe CIeKTPaIbHOTO PasJoXKeHHs OTAJNBHO
k ananusy 3y6uos P, T u kommiiekca QRS. 1o Tem 6onee
TepCrieKTHBHO, YTO MHOTHE XapaKTepHUCTHKH (opmbl 3y6LOB,
IJIOXO 3aMEeTHble WJIH COBCEM HepasjHuMMble Ha ¢oHe
LIYMOB H JIPYTHX HCKa)XeHHH BPeMEeHHOH 3anMCH, MOryT
XOPOILO BHISIBJSATBCS Ha COOTBETBYIOIHX CMEKTpax.

[lesbio HacToOSILEro HcCieloBaHHsl ObUIO H3yyeHHe
BO3MOYKHOCTeH TpHMeHeHHsl crieKTpajibHoro aHannsa KT
JUISL IMAaTHOCTHKH THIEepPTPO(HH NPaBoro npejicepaus npH
XPOHHYECKHX HecrneuH(pHIecKHX 3a60JieBaHUAX JETKHX
(XH3J1). IpusuHano, uto runeptpodusi MpaBoro npej-
cepaus sIBJSIeTCS] OHUM M3 Haubojiee PaHHHX JIEKTPO-
KapauorpadHyecKHX MPH3HAKOB CHHPOMA JIerOYHOTo
cepaua t)S], [To o6uIEeNpUHATHIM NpeACTaBJIEHHSIM IIPH
rUNepTpo(HH MPaBOro Npeicepirst MPOHCXOASAT OTKJIO-
HeHMsI CPeJIHero pesayJbTHPYIOILEro BeKTopa MnpecepaHi
BHH3 W Briepeft, 4yto nposiisercst Ha K[ yBennuenuem
amnutyast Pip u Piii, poctoM nosoxkuresnbHo# ¢asst Py,
TMOBBILIEHHEM CKOPOCTH MOJAbEeMa BOCXOJSILEro KoJeHa
Pu, avr, vi. O6bIYHO ANS AMArHOCTHKH THIepTpodHU
npeJcepanil ONpeiessiioT cJefylollHe aMIJIHTYAHO-Bpe-
MEeHHBble XapaKTepHCTHKHU 3ybua P: ammauTyny, AauTennb-
HOCTb, CPEJHIOI0 CKOPOCThb MNOJbEMa MJH craja, TepMH-
HaJIbHYI0O CHJY B OTBeJeHMH V|, COOTHOLIEHHe CHJI
TMPaBoOro M JIEBOTO Npejicep/iiii, BHyTpeHHEee OTKJIOHEHHE,
OpHEHTaLHMIO dJIeKTPHUYECKOH ocH npeacepaui. OnHako B

Puc.l. KT o sropom orsesienun F(1) u cnektp S(w) asy6ua Py
GossHoro M., 30 sieT, ¢ AMArHO30M: NMPOCTOH HEOCJIOXKHEHHBIH XpOHHYeC-
Kuit GpOHXHT 6e3 BEeHTHASIUMOHHBIX Hapywenuit. Llena nenenust mac-
wtabHol ceTKH 3ech H Ha puc.2 no ocu Bpemenu IKI cooTeTcTByeT
0,1 ¢, no ocu notenunana — 0,1 MB; 3zeck 1 Ha puc.2—3 ueHa JleJleHHs
10 OCH YacTOT CReKTpasbHOH 3anucH — 3 Tl ¥ 10 OCH HanpsKeHHH
— 0,01 MB. CumBoJIOM @y Ha pUCYHKe OTMe4eH MepBblii MHHHMYM
cnexTpa.

Puc.2. Kapmuorpamma BToporo otsesenus F () u cnektp 3y6ua Py
S(w) Gonbhoro B., 25 ser, ¢ AMarHo3oM: NpocTOi HEOCHOMNKHEHHbIH
XPOHHYECKHIT GPOHXMT 6e3 BeHTHJALHOHHBIX Hapyuwenuii no (a) u
nocJie (6) nposejieHHst PU3HUECKOH HArpy3KH.

MHOTOYHCJIeHHBIX HccuefoBanusx [5,6] mokasano, uro
npu XH3JI, oco6eHHO B paHHHX CTafusIX, KJIacCHYECKHe
sJIeKTpOKapjaHorpaduyeckie NpH3HAKH THIepPTpoduH
NpaBoro MpeiCepAHsi 4acTo OTCyTCTBYIOT (BeposiTHO,
U3-3a BJIMSIHHS Ha “apxutektypy” 3ybua P Takux ¢pakropos,
KaK MHTOKCHKALMSl, yMepeHHas apTepHaJlbHasi THIIOKCeMHs],
MHOKapAHOAHCTPodHsi, sM(pUseMa Jierkux). B cBsizu ¢
STHM CIEKTPAJbHBIH aHa/k3 MpejCcepAHOro KoMIlJIeKca
siBaIsieTcsl GoJiee OOGBEKTHBHBIM H TI03BOJISIET BBIIBHTD
M3MEeHeHHsl, TPYAHOYJOBHMble Ha OOBLIYHOH HJIM Jaxe
ycusenHon IKT.

Hamu npoaHa/iusupoBaHbl 3jeKTpoKapaHorpaMmbl 34
GOJIBHBIX XPOHHYECKHMH HecrelH(pHIecKHMH 3a60/1eBaHHAMH
nerkux (17 myxuun u 17 xeHwwyu B Bospacte 17—48
Jnet, cpenuit BospacT 33,4 roga). 10 GosbHbIX CTpajaIu
GpoHXHaJbHOM acTMOM, 12 — XpOHHYECKHM 06CTPYK-
THBHBIM GPOHXHTOM Pa3jIHYHOH CTENEeHH BbIPaXKeHHOCTH,
12 — XpoHHUYeCKHM Heo6CTPYKTHBHBIM GpoHxuToM. Bee
6OoJIbHbIE HAXOAWJIHCH B CTaJHH HECTOHKOH DeMHCCHH.
KoHTpoJIbHYI0 TpyIIy cocTaBHiIH 17 npakTHYeCKH 3[0POBBIX
MoJiofibiX Jiofed B Bo3pacte 20—27 set. Beem maumeH-
TaM PerMcTPUPOBAJIHCH KapHOrpaMMbl B 12 oTBefeHHsIX
MpH MOMOLLK aBTOMAaTH3HPOBAHHOH yCTAHOBKH Ha OCHOBE
[19BM tuna IBM PC uyepes nuaty aHasoro-uugposoro
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Puc.3. Crextpnl 3y6ua Pji: @ — Gonbhoro K. 43 et ¢ auarHosoM: MH(EKUHOHHO-a/lepruyeckasi GpPOHXHa/NbHAS acTMa TSIKEJIOH CTerneHH.
Jeixatensbuasn HegoctatouHocTs Il crenenn; 6 — GoabHoro C., 32 sieT, ¢ AMarHo3oM: aTonuyeckast GPOHXHaJbHAst aCTMA CpefiHeli CTeneHH TIKECTH.
JeixatesibHas HejpoctaTouHocTs Il crenenu; 6 — GoabHoro O., 24 jieT, ¢ AMarHo3oM: XPOHHHECKHH OGCTPYKTHBHBIH GpoHXuT. [lpixaTesbHas
HEZI0CTaTOUHOCT | cTenenu; & — npejcTaBUTe/si KOHTPOIbHOMH rpynmbl. [TepBblii MHHHMYM CMeKTpa cMelleH Ha 6eCKOHeYHOCTb.

npeo6pasoBaTe/isl C IECTHKAHAJIbHOTO 3JIEKTPOKapAHOr-
paja 6—NEK. Ananus sanucaHHbIX KapAHOrpaMM MPOBO-
JMJICST TIOCPEACTBOM CIeLHalbHO COCTABJEHHOrO Mpo-
rpaMMHOTO TaKeTa, MO3BOJISIOLIErO BHIMOJHSATh 3aIHCh,
XpaHeHHe, Npeobpa3oBaHHe M CONOCTaBJeHHE Kapuo-
rpaMM, HX OT/EJbHBIX YYaCTKOB, a TaKxXe IPOH3BOAMThb
CIIEKTPaJIbHBIH aHAJIH3 TPH MOMOLLH GBICTPOro aropuT™Ma
dypre-npeobpasosanust (BIIP). ¥ 27 GonbHbix npoBouics
TeCT C HeJIo3HPOBaHHOH (hH3HYEeCKOH HarpysKoi — npoba
Pydne (30 npucenauuit 3a 45 cexynn), nocie yero KT
perucTpHpoBajiach noBTopHo yepe3 1, 3 u 10 muH. ¥ Bcex
GOMIBHBIX HCcleloBasach (pyHKLHS BHELHEro AbIXaHHsl Ha

At a
fort) [l N 2
(AN
NNt
6
t
;
N2
e\ [}

A2

nosinananusatope [TA 5—02, a Takxe nMpoBoAHIICS KOM-
TJIEKC DPEHTreHOJIOTHYeCKHX OpPOHXOJIOTHYECKHX, LHTO-
JIOTHYeCKHX M GaKTepHOJIOTHYeCKHX HCCJIeHOBaHHH st
o6beKTHBH3alMH AuarHosa. [1pu BpemenHo# sanmucu KT
a”asusupoBajcs 3y6en P Bo I, III, aVF, V) orBegenusx.
B kauecTBe KpHTepHs rHNEPTPOHH NPABOTO NpeACepAns
6bl1 BbIGpaH CIJEAYIOLIMH KOMIJIEKC MpH3HaKoB [2]:
amnauTyaa Py > 2,5 MM; npaBonpe/icepiHoe OTKIOHEHHE
Vi > 0,04 c; octpoxoneuHast popma Pji; npeobiaganue
nosioxxuTesbHOH (asbl 3y6ua P B V). [Ipu cnexrpasnbHom
aHa/M3e KapAHOTrpaMM TMpexJie BCero paccMaTpHBaJICS
criekTp P, KoTophlit HaHIydlIMM 06pa3oM XapaKTepH3yeT

S(w) =

Puc.4. Cxema oGpasopanus 3y6ua P u3 ByX KOMNOHEHT Aeno/isipH3auny Npecepauii B pasauyHbx otBefetnsix (a, 6, 8) u XapaKTepHbiii
cnexTp ofHoro M3 oteefiennit (2). Kapaunaspiible XapakTepHCTHKK criekTpa 3y6ua P 8 pasiuuHbIX OTBelleHHsIX coxpansioTes. B yacTHocTH,
NOJIOYKEeHHE HH3KOYACTOTHOrO IKCTPEMYMA CMEKTPa BHE 3aBHCHMOCTH OT FEOMETPHH OTBEJICHHSI OMpe/efisieTCsl PasjHYHeM BpeMeH

BO36YX/ICHHS Npejicep/Hii.
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npouecc Bo3byxueHusi npencepauit. CnexTpbl aHaIH-
3HpOBaJIHCh Ha HaJH4YHe MepBOro SKCTpeMyMa B MoJoce
yactoT 20—100 I'1y, a Tak)Ke Ha CTerneHb ero BbIPaXKeHHOCTH
U T0JIOXKEHHe Ha OCH 4acToT.

[lpusHaku runepTpoduu NpaBoro Mnpejcepansi Mo
BbillleNpHBeIeHHbIM KPHTEPHSIM Ha BPeMEeHHOH 3alucH
KT ycranosaenst y 21 (62%) naumenra. Ilpu crex-
TpanbHOM aHanuse 3ybua Py y 33 (98%) naumentos
YeTKO BBISIBJISJICS 3KCTPEMYM CIeKTpa B Iojioce 4acToT
ot 20 go 100 T'u. Takum obGpa3om, 3Ta 0COOEHHOCTb
MPHUCYTCTBOBAJA Ha crieKTpax 3y6uos P Kak y nauxeHToB
C YeTKHMH NMPH3HAKAMH THIIepTPO(HH TIPABOro Npe/icepaus
Ha BPeMEHHOH 3aIlMCH, TaK H y MaleHTOB, He HMEeBLIHX
nofo6ueIX npusHakos (puc.l). B KoHTposbHO#H rpymre
HM3KOYAaCTOTHBIA 3KCTpeMyM oTcyTctBoBad B 100%
caydyaeB. CnekTpalibHasi 3aBHCHMOCTb 3y6ua Py st HuX
HOCHJIa MOHOTOHHO CMNaJaloUIMH XapaKTep B IoJoce
yactor 20—100 I'y (puc.3, 2). BoicokouacToTHble 0coGeH-
HOCTH CIIEKTPOB OOGYCJIOBJIEHB! ILIyMaMH H Gosiee TOHKHMH
0coBeHHOCTSIMH CTPYKTYphI 3ybuia. Ilocsie npoBeseHHs NPoGkl
Pydbe HH3KOYACTOTHBIH 3KCTPEMyM y BCeX MalHeHTOB
cMellazicsi BieBo Mo ocH yactor Ha 5—20 I, mpuuem B
GONBILMHCTBE CJIy4aeB OH OJIHOBPEMEHHO YBEJHYHBAJICS I10
ry6use. Tak, y 6omsHoro B. 1o ¢usuueckoii Harpysku (puc.2, a)
Ha BpemeHHo# 3anucu ODKI He pervcTpupoBa/HCh
MPHU3HAKH TUMEPTPOGHH M TeperpyskH NpaBoro mnpef-
cepaus. [Tpu criektpanbHoM aHasiuse 3y6ua P BeisiBisiics
c1a6OBBIPaYKEHHBIH SKCTPEMYM, PACIIONOXKEHHBIH Ja/leKo
oT HyJ1eBoit yacToThl. [Tocste husuueckoil HarpyskH (puc.2, 6)
XapakTep CIeKTpa CYyLIeCTBEHHO H3MEHHJICS: SKCTPEeMyM
cTajl 3HaYMTeJbHO 0oJjiee BBIPAXKEHHBIH H CMECTHJICS B
HH3KOYacTOTHYI0 06J1acTh. OZIHOBpeMEHHO H Ha BpeMeHHOH
samucy K[ nosiBUINCH OTYET/IHBbIE TPH3HAKH MeperpysKH
npasoro npejcepaus: 3ybelt Py 3HaUMTebHO yBeJIHYHJICS
Mo aMIUIMTyJe M mnpHoGpes ocTpoKoHeyHyl ¢(opmy. B
KOHTPOJIbHOH TpyINne BO BCeX cjyyasX 3KCTPEMyM
OTCYTCTBOBAJ KaK /10, TaK H rocJie pH3HYeCKOH Harpy3KkH.

CrerneHb BLIPAXKEHHOCTH THIEPTPOGHH HIIH NleperpysKH
NpaBoro MpejicepAHs Mo CHeKTPajJbHOH 3alHCH orpeje-
JsiIach Mpex/ie BCero MoJjioXKeHueM NepBoro sKcTpeMyMma
Ha OCH YacTOT. DKCTPeMyMbl CIIeKTPOB 3y6iia Py nauxeHToB
¢ 6osiee BbIPAXKEHHBIMH 3JIeKTPOKapAHorpapHIeCKHMH H
KJIMHHYECKMMH TPH3HAKAMH XPOHHYECKOrO JIerOYHOro
cep/lia HaXOMMIHCh GJIHXKe K OCH OpJIMHAT (puc.3, a, 6,8).

HuTepec npeactaBasieT Takxke (akT cXoicTBa GOpMBI
CreKTPOB 3y6LOB P B pasnuyHbIX OTBEJEHHSX OJHOTO H
TOrO Xe nanuexTa (HecMOTPsS Ha CyLIECTBEHHOE OTIHYHE
dopmbl 3y6110B P B pasiinuHbIX OTBe/IEHHSX BO BDEMEHHOM
3anucH). DTo yKa3blBaeT Ha TO, UTO CHeKTpaJjibHas 3alHCh
B MeHbllieil Mepe 3aBHCHMA OT IeOMeTpHH OTBeJeHHH.

Jlnsi MHTepripeTalyy MoJyYeHHBIX JaHHBIX HaMM 6bliia
NpUHSATA [ABYXKOMIOHEHTHasl MOJeNb, CBfI3aHHas ¢
npoueccaMu Bo36yxnenus npeacepauit [1]. Bouansi
JEToNIsipH3alliy TPaBoOro H JIEBOrO NpeCcepAHH HMeIoT
pasjMYHble MTapaMeTpsl: aMmnTyay A; u Az, JuTeNbHOCTD
T1 w T2, COOTBETCTBEHHO, H CMellleHbl BO BPeMeHH Ha
senuunny D (pic.4). Cieyet oTMeTHTb, YTO H3-3a pas-
JIMYHOH OpHEHTALMH CPeIHero pesyJbTHPYIOIIEro BeKTopa
npeJcepAui M0 OTHOLIEHHIO K ocsiM OTBeleHHH (opma
3ybua P B pas/MYHBIX OTBEJEHHAX pasHasi, BIJIOTb [0

TOro, YTO pasjiHyHble (ha3bl BO3GYXKIAEHHS Tpejcepiaui
otobpaxatorcst Ha KT B pasHoit mosnsipHocTh. 3y6en P
MOXKeT UMeThb GopMy “TOpKH” ¢ YIUIOLIEHHOH BEPIUIHHOH,
aByrop6oii KpHBOH, OCTPOKOHEUHOr0 acHMMETPHYHOIro
n¥Ka W T.A. BHeIIHWH BHJ M COOTBETCTBYIOLIHE Xapak-
TepuCTHKH criekTpoB S(w) mpH 5TOM TaKkXKe H3MEHSIOTCH,
OJIHaKO X rJiobajibHasi CTPYKTypa OcTaeTcsl HeH3MeHHOH.
Ecuiu npuHsiTh (JopMy COCTABIISIOLIMX KOMITOHEHT ['ayccoBoii:

-(t-t)/T; (l)

Fi(t)=Aie ,i=1,2,

TO HaJIMYHe IEPBOro HU3KOYACTOTHOIO MHHHMYMa CII€KTpa

3aBHCHT OT BpeMeH BO30YXIeHHsl KaXKIoro H3 Tpes-

cepauit (7;). TlosoxeHke mMepBoro MHHMMYyMa Ha OCH
yacrtor (cm. puc.4) ompenensieTcst CJEAYIOLIMM COOTHO-
mwenueM (B NpeanosioXeHHH TOTro, 4YTO 3ajepxKa
BO36YXK/IeHHsI He MpeBbIlIaeT caMHX BpeMeH Bo36YXKeHHs,
t.e., D < Ti, T2

2 1 AlTl2
wo = In

=T AT
B ciyyae oguHaKoBOro BpeMeHH BO36Y»KIeHHSs ‘060X
npencepauit Ty = T2 HH3KOYACTOTHBIH SKCTPEMYM CIIEKTpa
6yzner cmelleH Ha GeckoHeuyHocTb. [lo-BHAMMOMY, TaKas
CHUTyallUsi HMeeT MeCTO B HopMe. ¥ GOJIbHBIX C CHHIPOMOM
JIETOYHOro cepfilia BpeMsi Bo3Oy»KJIeHHs IHnepTpodHpo-
"BAHHOTO MpPaBOro MNpejicepAHsi yBeJH4YHBaeTcs. IJTO
npuBoautT (cM. ypaBHeHHe 2) K TNOSIBJEHHIO B 06JacTH
yactor 20—100 I'ny MuHMMyMa criektpa 3y6ua P. Yem
GoJibllle OTJIMYHE BpeMeH BO30YKIeHUS NIPe/Icep/iui, TeM
HHXXe [0 YacTOTe pPacloJIoXKeH COOTBeTCTBYIOIIHH
sKcTpeMyM. BblpakeHHOCTb 3KCTpeMyMa MAOCTaTOYHO
CJIOXKHBIM 06pa3oM onpejiesieTcs APYTHMH NapaMeTpaMu
mpouecca BO30YXJAEHHS, OJHAKO MpPH 3TOM HEH3MEHHO
COXpaHsieTcs] TeHIEHLHs yBeJlH4YeHHs ero rayOHHbI 10
Mepe BO3PaCTaHHUs CTeNeHH THIepTPOhHH. :
Takum o6pasoM, creKkTpajbHBIH aHanu3 3y6ua Pi
5JIeKTPOKapAHOTpaMMbl T03BOJIsIeT AHATHOCTHPOBATh
runepTpoduio npasoro npencepaus y 6oapHeix XH3JI, B
TOM YHCJIe H Ha PaHHHMX ee CTalusX, KOorja oHa ellle He
onpejensiercs: no BpeMmenHon 3anucu JKI. TlpusHakom
rHNepTPOQHH MPABOrO NpeJcepius SABJISETCS HalHuyKe
SKCTpeMyMa criekTpa 3y6ua B nosoce yactor 20—100 I,
[Tosio)keHWe MEepBOro MHHHMyMa creKkTpa oOpaTHO Mpo-
MOPLMOHAJIBHO CTEMEeHH BHIPAXKEHHOCTH THNepTPodHH
TIpe/iCepausi.

(2)
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JIETOYHASI THNNEPTEH3US 1 PETUOHAPHBIE ®YHKIIUHU
JIETKMX ¥ BOJIbHBIX BPOHXHUAJIBHOY ACTMOY

Kype drusuonynbmononoruu Iletposasosckoro rocyapersentoro yhusepeuteta um. O.B.Kyycunena;
N1abopaTopHsl PaiHOM3OTONHOH AHarHocTHKK Pecny6amkanckoi Gosbhuusl uM. B.A.Bapanosa

PULMONARY HYPERTENSION AND REGIONAL FUNCTIONS OF LUNGS IN PATIENTS WITH
: BRONCHIAL ASTHMA

Y.M.Markelov, Y.B.Remisov

Summary

In 224 patients with bronchial asthma of heavy and moderate degree the central hemodynamics and respiration
were examined. In 47 patients and 17 healthy subjects from the control groups regional functions of lungs were
studied. Following the increase of the pulmonary insufficiency (PI) degree the systolic pressure in pulmonary arteria
(SPPA) did not increase significantly. In 32 patients (14% of total number) pulmonary hypertension with pressure
higher than 35 mm Hg was found. The work of the right ventricle in patients with SPPA higher than 35 mm HG
was higher nonsignificanly (over 16.5%) than the one in the control group. Following the SPPA increase ventilation
perfusion ratios were improved in high West’s zones. The obtained data allows to consider pulmonary hypertension
as the compensatory mechanism during bronchial asthma allowing to include reserve zones (high West’s zones in
general) into the gase exchange process.

Pesome

Y 224 6onbHBIX OPOHXHAJIBHONH ACTMOM TMPEUMYILUECTBEHHO TSXKEJIOrO M CPEAHE-TSDKEJIOTO TEeYCHMS!
JCCJICAOBAJIUCE LIEHTPaJIbHASI TeMOAMHAMUKA M (DYHKLIMST BHEILIHETO ABIXaHUsI, a TakXe Y 47 601bHbIX M 17 uenosek
13 KOHTPOJIGHOM IPYIITbl H3yHaIUCh perHoHapHble hyHKLuM jterkux. C pocToM JierouHoit HegoctatouHocty (JIH)
cUcToIMYecKoe JaBieHue B JieroyHoit aprepuu (CIJIA) yBennuuBasoch He3HaYUTENbHO. JleroyHast runepTeHs3usl
(JIT) Beiuwie 35 MM p.c. BoIsiBaeHa y 32 SonbHbIX (14% ot obuiero umcna obcnegoBaHHbIX). Pabota mpasoro
XKENYA04KA HE3HAUUTENIbHO TpeBbllaia (Ha 16,5 %) aHamornyHbIil MOKa3aTe/lb KOHTPOJBHOM TPYIIIBI JIMLIb Y
6onbHBIX ¢ CIJTA BeILIE 35 MM pT.cT. C poctoMm CIIJTA 10CTOBEPHO Y/Iy4ILATHCH BEHTHISIIMOHHO-NIepdy3HOoHHbIE
COOTHOILICHUSI B BepXHUX 30Hax Becra. [ToyyeHHBIE JaHHBIC TO3BOJSIIOT PACCMATPUBATE JIETOYHYIO THITEPTEH3UIO
rpyu GPOHXMAJIBHOM acTME KaK KOMIIEHCATOPHBII MEXaHU3M, TTO3BOJISIIOILINI BKITIOYATh B ra3000MEH pe3epBHBIC
30HBI (TIPEUMYILICCTBEHHO BEpXHHUE 30HBI Becta).

Psix aBTopoB otBogsT 6ponxuainbHoil actme (BA) oHo
M3 TIViaBHBIX MECT CpeJH INPHYHH pPasBUTHS JIErOYHOM
runeprensun (JII) ¥ ¢opMHPOBAHHS XPOHHYECKOTO
serounoro cepmua (XJIC) [4,6—8]. B 1o xe Bpems
0CTalOTCSl HeBHISICHEHHBIMH B3aHMOOTHOILIEHHS JIETOUHOH
THIIEPTEH3HH M PerHOHapHBIX QYHKLWMIT Jerkux npu BA.

Hamu ucciieoBana 1ieHTpasibHasi reMOIMHHAMHKA, QyH-
Kuusi BHewHero apixanusi (PBII) y 224 6onbubix BA, y
47 u3 HuX 1 17 4es. KOHTPOJILHOH TPYIIEl HCCIIEAOBAHBI
pervioHapHble (pYHKIHH JIETKHX C MOMOLIBIO HHMAJISILIHOHHOTO

Y BHYTPHBEHHOIO BBEJIEHHS 133X e na anmapare KITPJIU-2
1o MeTo/MKe, paspaboranHoit W.Ball (1962). ¥ a6comotHoro
GosbIIMHCTBA GOMBHBIX OTMedasoch Tskesoe — 105
(46,9%) uenomex u cpemuerspkenoe — 112 (49,9%)
yejjoek TeyeHne BA. Jlerkoe TteueHue BA ormeueHo
anmb y 7 (3,2%) 6ombubix. CTepou103aBHCHMOE TeUeHHE
BA umeno mecto y 100 (44,6%) 60abHbix. ¥ 60JbLIKH-
cTBa GoJIbHBIX TeueHHe BA 0c/I0XKHHIIOCH JIEroYHOH HeJ0CTa-
toytocTeio (JIH): I cr.— y 46 (20,6%), Il c1. — y 134
(59,9%), Il ct. — y 26 (11,5%) 6oabHbIX. OTCyTCTBOBAA



JIH y 18 (8%) Gonbubix. HccienoBanue LeHTpabHOM
reMolMHaMHKH nposouioch Ha [Tonurpage I18—01 metonom
terpanosipuoii peorpaduu A. (Kubicek A. et al.; 1966)
[10]. Onpenenenne cucroHyecKoro faBieHHs B JIErOYHOH
aprepun (CIJIA) npoBOAHJIOCh PaCYETHBIM CIIOCOGOM 110
orpeie/IeHHUIO (pasbl H30METPHUECKOro pacciabJieHHst IPaBoro
xedqynouka (P u P) (Burstin L.; 1966) [9] B pesysbrate
OJIHOBPEMEHHOH perncTpaui (poHoKapaHOrpaMMbl (PKT)
u xunertokapauorpammsl (KKI') na mosmrpacpe I18-01.
BuyTpurpynsoe aasiexde (BIJI) ompegensin meToioMm
perHCTpaliy BHYTPHIHLIEBOAHOrO AaBenus [3,5].
YyuThiBasi, YTO, MO MHEHHIO GOJLIIHHCTBA aBTOPOB,
JIErOYHasl THIePTEeH3Hsl SIBJISETCS OCHOBHOM NPHUMHOH
pasButHst XJIC ripu 6poHX006CTPYKTHBHBIX 3a60/IeBaHHUSAX,
HaMM TNpoBejeH aHAJH3 IoKasaTeJeH LeHTPalbHOH
reMoJHHAMHKH B Trpynnax O6OJBHBIX C PasJHYHBIM
yposHeM JIT. BosibHble BA 6bliin pa36uThl Ha TPH TPYIIIIBL:
B 1-10 rpynny Bouwn 134 Goabubix BA ¢ yposnem CIIJIA
< 30 MM pr.cT., 2-10 rpynmy cocTaBHan 58 GoambHbIX BA
¢ yposaem CJIJIA ot 30 po 35 MM pr.cT., 3-I0 rpynmny — 32
6onbubix BA ¢ yposaem CIIJIA > 35 mm pr.cT. Cpennuit
yposenb CIIJIA cocrasua B 1-if rp. 26,42+0,21; Bo 2-ii
rpynne 32,21+0,21; B 3-it rpynne 37,06+0,37 mm pT.CT.
Bcero ¢ JIT (yposuem CIJIA = 30 mm pr.cT.) 6BUIO
BuisiBiieHo 90 Gosbnbix BA (40,2% ot uucaa obcieso-
BaHHBIX), OJIHAKO OHAa HOCHJIa YMEpEeHHBIH XapaKTep
(CHJIA 33,9%+0,31 mm pr.ct.). C poctom JII' oTmMeueHo
noctosepHoe yBeaudenne OJIC wu pabortsl mpaBoro
x)enynouka (pucyHok). OmHako B CBSI3H C TeM, 4TO Y
6oabHbIX BA 6buiM HexomnHo cHuxKeHbl YU u MOK, uto
CBfI3aHO C TOBBIIIEHHEM BHYTPHTPYIHOrO JaBJIeHHS B
pesyJibTaTe GPOHXHAJbHOH OOCTPYKUHMH H yMeHbLIeHHS
BEHO3HOTO MPHTOKA KPOBH K MPAaBOMY JKeJyA0uKy, paGoTa
MpPaBoro JKeJy[AouKa yBeJHYHBalach He3HAUHTeJbHO H
nuwb B 3-it rpynme: y 32 (14% ot uncaa Beex o6euefio-
BaHHBIX GosbHBIX BA) GosbHbix ¢ ypoBHem CIJIA > 35

3rpynna 213%
Aonc
e
i~
2rpynna 183,2%
X
oA
A
¥
Ao
A
1rpynna 137,4% ./
ok i
7 3rpynna 116,5%
KoHTponsHas /-/ Anp.xen
rpynna

2rpynna 68,8% 3rpynna 65,9%

1 rpynna 747% o E—————_3yYu
KonrponsHasn 1rpynna (n=122) 2rpynna (n=58) 3rpynna (n=32)
rpynna CLUTA 30mm pr.cT. CLNNA or 30  C/1A 35mM pr.CT.
(26,42+0,21) A0 35MM pr.CT. (37,06+0,37)
(32,210,21)
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Puc. OGvsicHeHHs B TeKcTe.

Ta6nuua

BeHTHASUHOHHO-TIEP(Y3HOHHBIE COOTHOMEHUS Y GONBHBIX
BA ¢ pasauynpim ypoBHem CIJIA (B cymme 1Mo mpaBoMy M
JIEBOMY JIETKOMY)

Humune 3ons
Becra

Bepxuue soust | Cpeaune 3ouut

I'pynnet o6eaeayemuix
PyP 4 Becra

Becra

KouTtpoabHas rpynna

(n=34) 1,35+0,083 1,13+0,044 0,85%0,025
[pynna A 1,26+0,051 1,160,029 0,84+0,024
Pl >0,05 >0,05 >0,05
[pynna B 1,14+0,047 1,24+0,060 0,840,022
p2 <0,05 >0,05 >0,05

[IpumMevyaHHe p| — JOCTOBEPHOCTb PA3NHUKH MEXNy

noxkasaTeJsiMH GOJILHBIX TPYNnbl A M JIHU KOHTPOJbLHOW TPyMNIbl;
p2 — JMOCTOBEPHOCTb PasJHUYHI MEXJY NMoKasaTeNsiMH GoJibHBIX
rpynnbt B # JIHIL KOHTPOJLHOW TPyNMb.

/

MM PT.CT.OHa npeBbimazia Ha 16,5% aHanoruyHbli noka-
3aTeJlb KOHTPOJIbHOH IPYIIIIHL.

Jlns uccnenopanus Baaumocssisu mexxay CIIJIA u BeHTH-
JISILMORHO-TIlep()y3HOHHBIMH COOTHOLLEHHAMH B 30Hax Becra
obcsieoBanHble 47 GosbHEIX BA OblIM pasfieneHbl Ha /Be
rpynmst (tabsnua): rpynna A — 33 6osbHbix BA ¢ ypoBHem
CJIJIA <30 mm pr.c. (cpennee sHayenne CIUJIA 27,25+0,27
MM pr.cT.) ¥ rpynna b — 14 GonbHbix BA ¢ yposnem CIIJIA
Boie 30 My pr.cT. (cpeanee sHauenne CIJIA 34,41+0,34
MM pr.cT.). Kourposbuyio rpymmy coctaBunu 17 yejioek,
He CTpajaiolHX 3aboseBaHHsMH Jerkux (cpeaHee 3Ha-
yenne CJIJIA 25,21+0,60 mm pr.cT.).

HUsBecTHO, YTO Yepe3 BepXHHe 30HBI Becra B cocTo-
SIHHM TIOKOSI y 3OPOBBIX JIHIL KPOBOTOK Pe3KO CHHKEeH
u3-3a npeobiafiaHusi BHYTPHAJILBEOJISIPHOTO [aBJEeHHsST Hall
apTepuaibHbiM M BeHosHbIM (PA>P,>Pp). Kak BHaHO H3
TabJMIbl, BEHTHISLMOHHO-TIep(pY3HOHHBIH KOI(PHLHEHT
(OBA / AJIK) B BepxHHX 30Hax Becta y JiHL| KOHTPOJILHOM
rpynnbl cocraBua 1,35+0,083, uto cBHAETE/LCTBYET O
3HAUYMTENbHOM TMpeobsalaHHH BEHTHJISIIMK Hajl KPOBO-
TOKOM B JlaHHOH 30He. ¥ GosbHbIX BA ¢ yBeanuyeHHeM
CIIJTIA oTMeueHO CHH)XEeHHe BEeHTHJISILIHOHHO-TIep(y3HOH-
Horo KoapULHeHTa B BePXHHX 30Hax BecTa u npubimxerne
ero k 1,00, 4To OTUETIHBO MpOC/eXKHBaeTCs Y GOJIbHbIX
rpyrnsl B. BeHTHASLHOHHO-TIeppy3HOHHBIH KO3 (HLHEHT
B BepXHHX 30Hax Becrta y muu rpynmnsl b 661 gocToBEpHO
ke (p<0,05), yeM y JHI KOHTPOJNBHOH TpyMIbL.
JlocTOBEpHBIX Pa3/MYHil BEHTHJSILIMOHHO-TIEP(y3HOHHOTO
K03(pHIIHENTA Y JIHI KOHTPOJIBHOM TPYMIBl H rpynmbl A
HaMH He BbIsiBJeHO. JlaHHble H3MEeHEeHHS BEHTHJISILIMOHHO-
nepdysHoHHOro KoadulHeHTa B BepXHUX 30HaX Becra
y JuL rpynnsl B cBsizaHBl ¢ yBesHueHHeM Mepdy3HH B
BepXHHX 30Hax B pesyabTaTe pocta CIJIA BesepctBHe
BKJIIOueHHii peduiekca dinepa—Jlunbecrpana. Briouenue
sToro peduiexca Mo3BoJisieT nepepacnpeenTb KpoOBOTOK
M YJIYUIIHTb BEHTHJISLHOHHO-TIepy3HOHHBIE COOTHOLIEHHS],
NPHOJH3HB COOTHOLIEHHE ‘OAB/AJIK x 1,00 B BepxHHX
30Hax Becta, a TakKe YMEHbIUHTb KPOBOTOK B pe3yJbTaTe
crasMa apTepHoJ Yepe3 30HBI, B KOTOPbIX BEHTHJIALHSA
HapyllleHa BCJeICTBHE GPOHXHANBHOH OGCTPYKLHH.
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1. ¥ GonbHBIX GpPOHXHAJLHOH acTMOH BHe NpHCTYMNa
yAyLUBSI H B COCTOSIHMH MOKOSI OTCYTCTBYIOT BbIparKeHHbIe
{3MeHEeHHs] TeMOJMHAMHKH Majioro W 6oJiblioro Kpyra
KpoBoobpatuieHHsl. Jleroynasi runepTeH3Hst HOCHT YMepeHHbIH
XapakTep H He NMPHUBOAMT K CYIIECTBEHHOH reMOAHHa-
MHUYECKOH Ieperpyske MpaBbIX OTIEJIOB cep/ua.

2. JlerouyHasi runepTeH3usi y 60JbHBIX GPOHXHANBHON
aCTMOM HOCHT KOMITEHCAaTOPHBIH XapaKTep 1 CONpOBOXKAAeTCs
BKJIIOUEHHEM B ra3oo0MeH pe3epBHBIX 30H, NpeuMyllec-
TBEHHO BEPXHHX 30H Becra.
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JUHAMHKA CBIBOPOTOYHOI'O MUOIJIOBHHA ¥ BOJIBHBIX
BPOHXHAJIbBHOM ACTMOY U XPOHUYECKHUM BPOHXUTOM B
ITPOIIECCE JIEYEHHS

Jla6opaTopusi (pyHKUHOHAJbHBIX METOJOB HCC/eloBaHusl, JabopaTtopus natomopdonoruu, HUU
nynbmonosorin M3 PP, Mocksa

THE SERUM MYOGLOBIN DYNAMICS IN PATIENTS WITH BRONCHIAL ASTHMA AND
CHRONIC BRONCHITIS DURING TREATMENT

T.L.Pashkova, A.L.Cherniajev, A.V.Cherniack, L.M.Mikhaleva, A.A.Bichey

Summary

The respiration function and serum myoglobin (MG) concentration study was carried out in L1 patients with
bronchial asthma (BA) and chronic bronchitis (CB) accompanied with respiratory muslce fatigue syndrome (RMFS)
during treatment. After treatment, the respiration function change manifestated moderately was revealed. The
significant decrease of serum myoglobin concentration was found in patients with BA after treatment and in patients
with CB accompanied with RMFS and signs of cor pulmonale. The initial MG concentration was smaller than
control values and increased after treatment. That may be caused by tissue hypoxia and have unfavorable prognosis.

Serum MG concentration evaluation during treatment can be used for the estimation of the treatment cfficacy
of respiratory and cardiac insufficiency.

Pesiome

TTpoBeneHo HceneoBanue (GYHKLMK BHELIHETO ALIXAHHST M KOHLCHTpaluy MuoroduHa (MI') B CEIBOPOTKH
kpoBu 11 GonpHBIX ¢ GponHxnanbHoit actmoit (BA) u xpoHudeckum 6ponxutom (XB) ¢ CHHAPOMOM yTOMJICHHS
pecnupaTopHoit Myckyaatypsl (YPM) mo u mocne sieueHust. BBISIBICHO yMEPEHHO BBIPAXKCHHOC HM3MEHCHMC
(DYHKIIMH BHELIHETO AbIXaHHs Tocie Jievetnst. OGHapyXeHO I0CTOBEPHOE CHIXKEHHE KOHLEHTPALMH MHOIJIO0HHA
B CBIBOPOTKE KpoBH Yy GonbHbix ¢ BA mocne neyenusi n y GonbHbix ¢ XB ¢ cungpomom YPM 1 npusHakamu
nerouHoro cepaua. Mcxomnas konueHtpauusi MT 6bUta HUXE KOHTPOJIBHBIX 3HAYCHHH M JOCTOBEPHO



YBCJIHYHBAJIACh TIOCJIC JICHCHHSI. OT0 MOXET OBITH CBSI3AHO C BLIPAXCHHOW TKAHEBOM TMIIOKCHEH M MMeeT

HeOIaronpusITHLIN MPOTHO3.

OnpeneneHue KOHLUEHTpaL|K chiBopoToyHoro MIT B mpoliecce JIeyeHUsT MOXHO MCIOJIBb30BATH ISl OLICHKH
3(hDEKTUBHOCTH JICUCHUST ABIXATEIBHOM M CepIeYHON HENOCTATOYHOCTH.

PasBuTHe CHHAPOMA YTOMJIEHHSI PeCINHPaTOPHOH
MYCKYJIaTYphl SIBJISIETCSl 3aKOHOMEPHBIM CJIEICTBHEM IPH
XPOHHYECKHX OGCTPYKTHBHBIX 3a60/IeBaHHSIX JIETKHX, B
TOM uucJe W npu OGpoHXxHalbHOH acTMe. CHHXXeHHe
(u3uyecKol paboTOCNOCOGHOCTH, 10 JaHHBIM CITHPOBEJIO-
SProMeTpPHH, COMPOBOXKAAeTCS H3OBITOUHBIM OTpeb/ieHHeM
KHCJIOpOJia JIbIXaTebHBIMH MbiuLamy [3,6].

MsBecTHo, yto Muorno6un (MI) siBasieTcst Kuesoposio-
HecyluM 6eJIKoM M, Moflo6HO reMorJo6HHy, BBITIOJHSAET
AbIXaTeJbHYI0 (PYHKIHIO, CrOCO6CTBYS IOTJIOLIEHHIO
KHCJIOPO/Ia H3 KPOBH H HCIIOJIb30BAHHIO B OKHCJIHTEJbHbIX
npoueccax, NPOTEKAIIUX B MbIIIEYHOH TKaHH [1,8,10].
B paHHHX HCcJleIoBaHHSIX GblT BBISIBJIEH ()eHOMEH Trurnep-
MHOIVIOGHHEMHH IIpH Pa3HOH CTeNMeHH JblXaTeJbHOH
HEeJIOCTATOYHOCTH Y GOJIbHBIX C 06CTPYKTHBHOH MATOJIOrHEeH
JIETKHX, CBSI3aHHBIH B IEpBYIO ouepelb C IepeHanps-
JKeHHeM JlbIXaTesbHOl MycKyaaTyphl [7].

3ajaueii HccJIeJOBAHHS IBUJIOCh H3yYeHHe BO3MOXKHOCTH
OLIEHKH CTEleHH [bIXaTeJIbHOH HeJI0CTaTOYHOCTH Y GOJIBHBIX
XPOHHYECKHM OpPOHXHTOM M OpOHXHAJLHOH acTMOH B
npouecce JieueHHs.

HccanenoBanue 6bI10 MPOBEAEHO B IBYX IPymnnax G0JbHBIX.
1-10 rpynny cocTaBusH 6 60JbHBIX B BospacTe 46+3 roja,
CTpajiaBIIMX OPOHXHAJIbHOH acTMOH CpefiHeH TSXKecTH
TEYEHHS] C MPH3HAKAMH JbIXaTeJbHOH HeJ0CTaTOYHOCTH
IT crenenu. IlpomosmxuTenbHOCTb 3a6oJieBaHHSI B 9TOH
rpynne coctaBuio 8,5% 1,7 roga. Knuuuyecku sta rpynna
TIPH MOCTYIUIEHHH XapaKTepH30BaJlach MPHCTYNAMH YyLIbS,
KYMHPYeMBbIMH HHrajIsilieH CHMINaTOMHMETHKOB, B JBYX
cJlyyasix TMPHMEHSJIHCh HHTaJISILIHOHHbIE TOPMOHAJIbHbIE
npenaparbl. PeHTreHOIOrHYecKH GBIIH BBEISIBJIEHBl YMEPEHHO
BbIpa)KeHHble NpH3HakH smduaemsl jerkux. K[ Gouia B
npejiesiax HOPMbI. 2-10 TPYMMY COCTaBHJH 5 GOJbHBIX B
BospacTte 57+2 roaa, cTpafaBuux B TeyeHue 10%2 rona
XPOHHYECKHM OOCTPYKTHBHBIM OPOHXHTOM C IPHCOE/H-
HeHHeM B TNOCJe[HHEe J[Ba roja MPHCTYMOB YAYLIbS.
PeHTreHoJiornuecku y GOJIbHBIX 3TOH IPYNIbl BEISIBJIEHBI
Gosee rpyOble HapylIeHHS PHCYHKA JIETOYHOH TKaHH B
BHJE MHEBMOCKJEpo3a, SM(H3eMbl JIETKHX, CHIXeHHe

MOJABHXHOCTH H YyIulolleHHe auadparmel. [To paHHBIM

OKI y GosbHBIX 3TOH Tpynnbl o6Hapy»eHbl NMpPH3HAKH
THNepTPO(UH MPaABOro NMpeicepausi, Neperpy3KH rnpaBoro
JKeJyIouKa, YTO HAlJIO OTPaXK€HHe B BHICOKHX 3y6uax P
Bo Il u III ctanpapTHBEIX OTBeleHHUsIX, HAbMIOAAJCS TaKXKe
S-tun IKT. KoHTposbHyio rpynmny cocTaBuIH 16 My>X4HH
TOTO K€ Bo3pacTa 6e3 MaToJIOTHH JIETKHX M cepAua.
CocTostHHe 6POHXHAJILHON MPOXOAMMOCTH H HapyLIEHHS
9J1aCTHYECKHX CBOWCTB JIETKHX OLEHHBAJH METOJOM
kpHBoil notok—o6bem (KI1O) u obuieit naetusmorpa-
¢ueit (OIl') ¢ ouenkout mnokasateneit FEV), PEF,
MEF755025, Raw, RIN, TLC, RV. Ilans onpepenenus
KoHUeHTpauuu MI B ceiBopoTKe KpoBH GOJIBHBIX OblJ
HCIIOJIb30BaH PaiHOMMMYHOJIOTHYeCKHI MeTo/l. ChIBOPOTKY
kpoBH (2—3 Mmi1) nocse B3ITHSI 3aMOpaXKMBaMH MPH

temneparype —20°C v XpaHHJIH 10 HecqeoBaHus. Pajiuo-
MMMYHOJIOTHYECKHH aHaJIi3 TMPOBOJAHJIH C TOMOLIbIO
KoMMepueckux Ha6opoB PUA—125J (TawxkenT, Y36eku-
craH). Onpenenenue KoHueHTpauuu MI' ocyuiecTBsIHn
¢ momolipio ramma-cyetyrka 1270—Reckgamma—2 (LKB,
lIpenus). JleueHne BceX GOJIBHBIX OCYLIECTBJSIH ¢
TMOMOILBIO OJIHOPOJHOH Tepar1H: MpernapaToB TeOpHIIHHA,
MYKOJIHTHYECKHX CPE/ICTB, aHTHOHOTHKOB, NEpOpasibHbIX
M HHTAJSIHOHHBIX TOPMOHAJIbHBEIX TpernapaToB, B JABYX
Ha6JII0IeHHUSIX HCIIOJIb30BAJH HHTAJISILIHK CHMIIaTOMHMe-
THKOB. CTaTHCTHYeCKast 06paboTKa pesy IbTaToB IIPOBOAUIIACH
¢ ucnosbsoBanueM kputepus CrbiofenTa. [Tapansensho
MPOBOJMJICS PErpecCHOHHbIH aHAJIM3 IoKasaTesel (yH-
KWK BHewHero apixanusi (OPBJ1) u ypoBHst MI" cbiBOpOTKH
kposH [10].

[Ipu uccnenoBanuu napametpoB PBJl mocToBepHBIX
pasiuuuit Mexay l1-# W 2-if rpynnaMu He BhisiBJIeHO. B
MCXOHOM COCTOSIHHH H I10CJIe Kypca JIeUeHHs HecJlelyeMble
napameTpbl KITO u OINII’ BHyTpH Kak[0# rpynnbl TaKxe
JIOCTOBEPHO He pasnuyanuch. OpHako y GOJIBHBIX 2-i
rpynnel HabJaofanuch Gojlee HU3KHE CKOPOCTHBIE IOKa-
3aresiu opcrpoBanHoro Bbigoxa no KI1O u Gonee BbicoKHe
uudpbl aspogHHaMHyecKoro conpoTusienus (Raw),
yBeJIHYeHHe OOIleH EeMKOCTH JIeTKMX H OCTaTOYHOro
o6bema no paHHbiM OIIl' U MeHee BBIpa)keHHas
TMOJIOXKHTEJIbHAS IMHAMHKA Toc/ie JieueHHs1 — HeoOpaTH-
masi o6eTpykuus (Taba.l).

B 1-i rpynne ananu3 nokasareneit PBJI o6Hapyxua
BbIpaXKeHHOe, HO HeJI0OCTOBepHOe CHHXKeHHe B mpolecce
nedeHusi 3HayeHuid FEV| ¥ B MeHblueil cremeHd — .
MEF7s. B To e BpeMsi Bo 2-i rpynre BbIsIBJIEHA TeHASHLHS
K yBeanueHuio PEF u MEFs0 u cumxennio MEF75 u RV
rocJie MpoBeIeHHOH TeparnuH.

B 1-i rpynne npu HopmaJgbHbIX DKI-1aHHbBIX B MePHOA
060CTpeHH BBISIBJIEHO IOCTOBEPHOE yBeJHYeHHe KOHLIEH-
tpauuu MI no cpaBHeHHI0 ¢ KoHTpoJsieM. [locse neyenus

Ta6anuuna 1

Junamuka nokasartejeir ®BJl 1o u nocue gedyeHuss 60JbHBIX
6pOHXHAJBHOM ACTMOH M XPOHHYECKHM GPOHXHTOM B
MPOIEHTHOM OTHOIIEHHH OT JOJIKHBIX BEJUYUH

I-a rpynna 2-a rpynna
IMokasa- Kosroois -
Teae Jo Tloche Pasnnua Ao Tlocke Pasnnua
AeveHHs | AeueHus neyeHusn | neveHus

FEV) 86,2 880 69,0 =19 52,0 60,0 -8
REF 82,8 60,0 65,0 5 48,7 65,3 16,6
MEF75 80,0 43,3 33,0 -10,3 40,0 21,0 -19
MEFso 76,1 446 49,8 5,2 21,0 36,3 15,3
MEFes 72,7 49,0 49,0 0 24,2 28,6 4,4
TLC 118 131451298 —1,67 12771249 ~-=8.6
RV 157 1936 197,8 4,2 1972 1I71,0- =262
Raw 120 187,5 1858 -1,7 2532 2482 -4,9

e [ W




. Ta6auna 2

Konuenrpauust MI' cbIBOPOTKHM KPOBH Y 60abHBIX
GPOHXHMAJNBHON ACTMOH M XPOHMUYECKUM GPOHXHUTOM 10 M
nocie JeueHust

Jlo nevenns, Tocae nevenus, Pasuuua B
[pynnut GoabHbix e P e S
1-s 66,3+28,6 <0,05 14,4%+3,5 -51,9
2-51 10,5£2,7 <0,01 32,4+59 21,9
Kourpoab 455+27

B 9TOM rpynne OGHapy»XeHO BbIpaXK€HHOEe CHHXeHHe
comepkanusi MI' Mo cpaBHeHHIO ¢ HCXOJHBIMH JIaHHBIMH
1 KoHTpoJsieM. Bo 2-i1 rpynne uexoausii yposeHb MI 6bia
JIOCTOBEPHO HHXKe, YeM B KOHTpoJie H Yy GoJbHbIX I-H
rpynnst (ta61.2). TTocite sieuenns y 60JbHEIX STOH FPYMIIbI
OTMeUYeHO JIOCTOBEpPHOE yBeNHYeHHe KOHueHTpauuun MI,
OHAaKO He [0CTHraBllee YPOBHA KOHTPOJbHOH BEJHYHHBI.

[Ipy perpeccHOHHOM aHaJIk3e OTKJIOHEHHH NoKasaTeJseH
Raw u ypoBHeii MI 10 u mociie JiedeHHsS BbisIBJIeHaA
OTpHLATENbHAS KOppeJsIMOHHAs CBSI3b MeXy aspojiH-
HamMuyeckum conpotuaernem (Raw) u MI'. B 1-i rpynie
kosdpdpuument koppeasiuuu coctasun —0,714 (p<0,01),
Bo 2-ii Tpymnmne 3TOT NnoKasatesb 6ui1 Meree 0,5 (p>0,05).
OfHaKo B IaHHOM CJiyyae 1oka cJie/lyeT FOBOPHTb JIHILb
0 TeHJIEHIMH K YCHJIEHHIO CBSI3H H3-3a HeOOJIbIIOH KJIH-
HUYECKOH BBIOOPKH.

AHanusupyst moJiydyeHHble NMpejBapUTe/bHble JaHHbIe
MOXKHO TIPEAMNOJIOXKHTb, YTO Yy GOJIbHBIX OGPOHXHAJBLHOH
acTMOH B MepHOj OBGOCTPeHHSI pa3BUBAeTCs CHHIPOM
nepeHanpsiKeHUsl pPecupaTOPHON MYCKYJaTyphl, YTO
croco6CTBYET YCHJIEHHIO TKaHeBOH THMOKCHH. B sToi
CUTyalHH TOTPeGHOCTb B KHCJIOPOJIe PeCcrHpaTOpHbIX
MBILIL] BO3PACTAEeT, YTO MOXKET YaCTHYHO peaii30BaThCs
3a cyeT MOBbILIEHHS KoHUeHTpauun MI B mMuoumrax.
OpnHako B ycs1oBHsAX 060cTpeHHs 3a60/1eBaHHS B pecrupa-
TOPHBIX MBILILAX YBeJHYHBaeTcsl cHHTe3 M pacmag MI
[9,10]. Brixox MT u3 MHOLIMTOB B CHIBOPOTKY, OYEBH/IHO,
CBSI3aH C YCHJIEHHEM IepPeKHCHOrO OKHCJIEeHHS JIMITHI0B
H noBpexxeHHeM Mem6pan muouutos [9].

Y 6GOJIbHBIX XPOHHUECKHM OPOHXHTOM C NMpPU3HAKaMH
JIETOYHOTO cepAla W AbIXaTeJbHOH HEeJ0CTAaTOYHOCThIO
Il crenenu (2-a rpynmna) BEIsIB/EHbI PH3HAKH “ycTaoCTH”
pecrupaTopHO# MycKysaTypel. B sToi rpynne yposeHb
MT cBiBOpoTKH OB IOCTOBEPHO HHXKe, YeM B KOHTpoJIe
u B l-if rpynmne. dTo cornacyeTcsi O CHHXKEHHEM YPOBHS
MT B pecnupaTOpHBIX MBIIIIAX H MHOKap/e MOrHGIIHX

OT XPOHHYECKOH JIErOYHO-CEepJeYHOH HEeIO0CTATOYHOCTH,
4TO GBIIO MOKA3aHO B MPEeAbIAYIIHX HecaeaoBanusax [2,5].
HexoTtopble pasHouTeHus B nokasatessx MI ¢ Hammmu
paHee MoJlydeHHbIMH AaHHBIMH [5] MoryT 6BITh cBsIZaHEI
C PasHo¥ CTeNeHbIO IMCTPOPHUECKHX H3MEHEHHI MBILLIEYHOH
TKaHH (pecrupaTopHOii, cep/IeYHoMH, CKeeTHOMH), KOTOpYIo
He BCerza MOXXHO YCTaHOBHMTb KJIMHHUYECKH. DTH (haKThl
HYXJaloTcsd B JlajibHeHleH yray6JeHHOH IpoBepKe.
JlocToBepHoe yBesiHyeHHe chiBopoToyHoro MI mocae
JeyeHHsI 3THX OOJBHBIX, NMO-BHAMMOMY, CBSI3aHO C
ocTaloLleiics THIOKCHeH MHOLMTOB H C YCHJIEHHEM pac-
naga MI' B HUX, 4TO yKa3biBaeT Ha SIBHO MJIOXOH MPOTHO3.
Takum 06pa3oM, ypoBeHb KOHLEHTPALHH CHIBOPOTOYHOTO
MT y GombHBIX GPOHXHANbBHON AaCTMOH M XPOHHYECKHM
OPOHXMTOM MOXET OTpPa)kaTb CTEMEeHb JbIXaTeJbHOM
HEeJIOCTATOYHOCTH, OOYCJIOBJIEHHYIO MIOMHMO BCETO. ITPOYEro
CHHJIPOMOM YCTaJIOCTH PecrHpaTOPHOH MYCKYJaTypbl H
CTeINeHbIO BBIPAXKEHHOCTH JieroyHoro cepua. OnpejenieHue
KoHueHTpauuu MI B coyetanuu ¢ PBJI MOXKeET CIYKHTh
KpHUTEepHEeM OLEHKH 3()(PeKTHBHOCTH JIeYEHHS MpH
AbIXaTeJbHOH H CepleYHOH HeJ0CTaTOYHOCTH.
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COOTHOIEHUE UBMEHEHUY TEMOIUHAMUKH MAJIOTO KPYTA
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THE RELATIONSHIP BETWEEN THE LESSER BLOOD CIRCULATION HEMODYNAMICS
AND THE CARDIAC VENTRICLES CONTRACTILITY IN PATIENTS WITH DILATATIONAL
‘ CARDIOMYOPATHY

A.P.Sauchenko, B.S.Daniyarov, R.A.Grigorianz, V.G.Naumov, Yu.N.Belenkov

Summary

In 32 patients with acute dilatational cardiomyopathy (ACMP) the relation between left and right section of
lesser circulation with and without high pulmonary hypertension (PH) was studied. In the patients with the low
stroke volume of the right ventricle it was not found significant differences in PH level in comparison with the
subgroup with the more higher stroke volume. This fact testifies that in patients with ACMP the level of PH depends
in general on the relationship between impairments of left and right ventricles.

PesiomMme

Y 32 6onbHBIX OCTPOit AumaTauMoHioi Kapanomuonartueit (OKMIT) usyuyeHo cOOTHOMIEHHE HAPYILCHMI
reMOAMHAMMKH JIEBBIX M TPaBLIX OTAEJOB CEpALa MajJoro Kpyra KpoBOOOpAllEHMsI C BBICOKOI JIErOYHOIM
aprepuansHoit rurieprensueii (JIAT) u 6e3 Hee. ¥ 6onbHbix OKMIT ¢ Hi3Ko# (hpakimeit BbIGpoca MpaBoro XenyTouka
He GbUIO MOJNYYeHO AOCTOBEPHBIX OTIMuMii B Besmunbe JIAT mo cpaBHeHMIO ¢ noarpynnoi ¢ Gonee BHICOKOM
(ppakumeit BEIOpOCA NPaBOro Xenyaouka. DTo CBUAETENBCTBYET O TOM, 4To y GonbHEIX OKMIT JIAT B OCHOBHOM
3aBHUCHUT OT COOTHOLLUCHMSI JIEBOTO M TTPABOro XeJYI0YKOBBIX HapYILICHMIA.

[og punarauuonHol Kapauomuonatuen (JIKMIT)
MIOHHMAIOT NTOpaXKeHHe MUOKap/la HeM3BECTHOH STHOJIOTHH,
NpH KOTOpPOM HabJI0JaloT AHJATALMIO MOJIOCTEH cepaua
H 3aCTOMHYIO cepfiedHyIo HegocTaTouHocTb [8]. Tepmun
3acToWHasi KapiuoMHonaTHs Briepsble BBea Goodvin [12],
IJIaBHBIMH KJIMHHYECKHMH TPOSIBIEHHSIMH 3a60/eBaHUs
CUHTAJIM TepH(epHYecKHe H JierouHble oTekH. [loaxke
Goodvin [11] npeamouen Tepmun JKMII, T.K. HOBbIE
JMarHOCTHYECKHE METO/bl MO3BOJIMJIH PAaCco3HABaTh 3TOT
CHHJIPOM /IO MOSIBJIEHHST KIHHHYECKHX NPH3HAKOB 3aCTOSI.
Kpome Toro, npu sddekTHBHOH Tepanuu cepiedHBIMH

FJIHKO3HJIaMH, JIHYPETHKaMH, ﬂepH(lJepH‘-leCKHMH Ba3oJH-

_JlaTaTOpaMH 3aCTOHHBIH KOMIOHEHT MOXKET ObITh YCTpaHeH
M JaBJIeHHS 3arOJIHEHHS JKeJYJIOYKOB MOTYT BEpHYThCS
K HOPMaJIbHOMY YPOBHIO, OJHAKO MOJIOCTH YKEJYJ0YKOB
OCTAIOTCS PACUIHPEHHBIMH, C YBEJHYEHHBIMH KOHEYHBIM
anactonuyeckuM (KIIOW) H KOHeYHBIM CHCTOJHYECKHM
(KCOH) o6bvemamu. Kak npasuio, nabmiogaior aud-
¢y3Hoe pacuIMpeHHe BCeX Cep/eYHbIX KaMep, OfHaKo
BOIPOC O COOTHOLIEHHH HapYIIEHHH reMOAHHAMUKH JIEBBIX
H MpaBBIX OT/EJOB Cepjlla M MaJoro Kpyra KpoBooG-
pautennst (MKK) ee He 10 KoHua sicer. MHOrHe aBTOpBI
yKasbIBalOT Ha OIHHAKOBOE BOBJIEYEHHE B MPOLIECC JIEBBIX

H NpaBbiX OTHeNoB cepaua [2], apyrue e cuuraior, uto
rnopayKeHHe TMpaBbIX OT/EJIOB HACTYNAET B MO3AHUX CTAUAX
3a6osieBaHHsl, a Ha HayaJbHOM 3Tamne MnpeobiaganT
JeBoXKesyioukoBble Hapywenusi [19]. Cuuraercss, uro
anst 6oabHbX JIKMIT xapakrepHa cpaBHUTELHO HEGOIb-
masi CTeleHb JIErOYHOH apTepHaslbHOH THMepPTeH3UH
(JIAT) [13]. BepositHo, 3To cBSI3aHO ¢ TeM, 4TO Y GOJIBHBIX
JIKMIT menee Bbipar<eHbl OpraHHYecKHe U3MEHEHHs] MHKPO-
cocyaucroro pycaa MKK u obueneroutoe cocyaucroe
conporusienue [1] u crenens JIAT moxcer onpenensitbes
NpeHMYILeCTBeHHO (pYHKLHeH MHOKap/ia 060HX XKeya0u-
KOB cepzila H crasmom cocyioB MKK.

B cBA3H Cc 3THM Le/BI0O HACTOSILErO HCCJeJ0BaHUS
OblIO OMnpe/ieleHHe COOTHOLIGHHSI HapyLUeHHH reMojJHHa-
MHKH JIeBbIX H npaBbix oTAesoB cepaua  MKK y 6ombHbIx
JIKMII c Bricoko#t JIAT u 6e3 Hee.

B uccaepoBanue Boutn 32 GosbHbix JIKMII B aByx
rpynnax: 1-a — ¢ JIAT (21 yen.); 2-1 — 6e3 JIAT (11 ues.).
Bosnbubie 1-fi rpynnsl nojesieHsl Ha ABe MOATPYMIBI: C

pakuueii Bui6poca (PB) npasoro xenynouxa (IMTK)<0,35
13 yes.) u 8 GosbHbix ¢ PB [TK>0,35. Jlnarnos crapuau
rocJie TIATeJbHOI0 KIHHHKO-HHCTPYMEeHTaJIbHOro o6cJte-
JIOBaHHUSI ITyTeM HCKJIOYEHHS APYTHX MPUYHH MTOPaXKeHHS
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Ta6aunua 1

CpaBHMTCIbHAS XapaKTePHCTHKA MnoxKasareje COKpaTHMOCTH
JKeJyN04KOB, 06beMOB M reMOJAMHAMHKY Y 6oabubix JKMII ¢
JIAT u Gea JIAT (M=m)

Cpanlmuaemue nokasaTeau l-(: :TX’;_‘;“ fﬁz;{z’;?‘; P
BoapacT, JieT 422 402 0,5
Anamues, Jet 40,6 4+14 0,9
dK 3,2%0,2 3,1£0,3 0,8
KJIOM JIK, ma/n® 151%9 110£7 <0,001
KCOM JIK, ma/m” 1098 68+6 <0,002
®B JIK, en. 0,28+0,01 0,38+0,02  <0,001
MM JIK, r 18612 161213 0,19
S cex/cm® 135%12 46%15 <0,001
KIUL JIK, MM pT.CT. 23+1,3 91,9 <0,001
CIJIA, MM prT.CT. 55%2,9 26+1,8 <0,001
JULJTA, MM pT.CT. 26=1,1 11%1,3 <0,001
JUTA cp, MM pT.CT. 40+2 4 15%1,5 <0,001
KIUIL TDK, MM pT.cT. 50,5 4+0,5 0,8
KJIOU TDK, ma/m° 128+9 121+8 0,6
KCOMU TDK, ma/m’ 87+8 80+6 0,6
®B X, en. 0,34%0,02 0,34%0,02 0,9
KIOM JIK /TIK 1,21%0,02  0,91£0,04 <0,01
®B JIK/TDK 0,82+0,03 1,1120,02  <0,001

MHOKapa. BceM GOJIbHBIM NPOBOJAMJIH 30HAMPOBaHHE
noJiocTel cep/ua, CeJNEKTHBHYIO MOJHIOSHIHOHHYIO KO-
poHaporpaHio, JIeByl0 U MpaBylo BEHTPHKYJOrpapuio B
npaBoii mepeiHel Kocoi npoekuuy nox yriom 30 rpaaycos
Ha anmapate “Anrnockon—C” (“Cumenc”, ®PT). IToka-
3ateJu o6beMoB, OOLIEH W PerHoHapHOH COKPaTHMOCTH
paccunThiBanH Ha Kommbiotepe PDP 11 /34 mo onmcanHoi
panee mertonuke [4,5]. KoponapHble apTephy GbuIH LIHPO-
KHMH, 6e3 IPH3HAKOB aTepPOCKJ/IePOTHYECKOro MOpaXkeHH sl
y BceX GOJIbHBIX, YTO MO3BOJHJIO HCKJIOUHTH y HHX
HILIEMHYeCKYI0 60JIe3Hb cep/ilia ¢ MOCTHH(APKTHLIM Kap-
AHOcKJIepo3oM. ¥ 25 GOJIbHBIX AHArHo3 BepHU(HUHPOBaH
Moposornyeckd (Mo HaHHBIM SHAOMHOKapAHANbHOM
6uoricuu). OuenuBanu caeayioume nokasarean — KJIOW
1 KCOH, ®B, koHeyHoe AxacTosuyeckoe aasienue (KILT)
KeJy/IouKoB, Maccy MHoKapia (MM) u ctpecc (S) seBoro
xenynouka (JIPK), cHcTosmyeckoe, AHACTOJHYECKOe M
cpeHee faBaenue B Jerounoil aprepun (CIJIA, IULJIA,
JUJIA cp., coorBeTcTBeHHO). [lJIsi OLEHKH COOTHOLIEHHS
nopaxkennst JI?K u npasoro xesynouxa (ITXK) mbi seross-
soBasu unpexcs KJIOW JK /TTDK; u ®B JDK/TDK.

s

Ta6banunua 2

Crenens JIAT B 3aBucumocTH ot cokpatumoctn IDK (M=m)

Moa- KIUL, M JUIA, s pr.cT.
OB, en.
L prLes CHCT. Anacr. I cpeaee
la  0,28+0,01 11%1,9 58+2,6 25%1,8 41%2,6
16 043+0,03 7x14 53+6,3 25%1,8 38+3,1
P <0,001 0,16 0,25 0,35 0,5

XapaKTepHCTHKA (DYHKIIHOHAJIBHOIO COCTOSIHHUS XKeJTy104-
KOB mnpejicTaBieHa B Tabu.l. BosbHble o6eux rpynn He
OTJIMYAJIHCh JIOCTOBEPHO IO BO3pacTy H (PYHKLHOHATIBHOMY
knacey (®K NYHA). ¥ Gonpubix JKMII ¢ JIAT 6butu
noctoBepHo Bbitte KJIO, KCO, K1 u S JIXK u ke B
JIK (p<0,01). KIIOW, KCOU, KM u ®B ITDK mexny
rpyInIamH JocToBepHo He oTyiuyanuch. OtHomenne KJIOU
JDK/TIK 6b10 focToBepHo Bhie, a OB JIK/TDK —
nocToBepHo HHXKe y GosbHbix ¢ JIAT (p<0,001), uro
MOJKET FOBOPHTb O GoJiblliell CTeNEeHH AHJIaTaLMH H Hapy-
eHHs1 PYHKUMUH JIeBbIX OTHEJIOB Cepilia OTHOCHTEJBHO
npaBbiX y GoabHbIX 9ToH rpynmbl. JIAT, kak usBecTHO,
pa3BHBAETCsl MPH MOBbLILLIEHHH CONPOTHBIIEHHS] KPOBOTOKY
B J1I060M yyacTKe LHpKyasiuuu. Kpome Toro, sHaunuTebHO
TMOBbILLIEHHBIH KPOBOTOK MoxeT npuBecTH K JIAI naxe
MPH HOPMAJBLHOM COINMPOTHBJIEHHH HAa KaXKAOM Yy4acTKe.
Yacrauno crenenb JIAT saBucut or dpynkuuu [T2K. [Toxa-
3aHO, YTO B OTBET Ha OCTPHIH cTpecc [6,7,17], nanpuwmep,
TpoM603MOOJIHST JIETOYHOH apTepPHH, NPH MOpaXKeHHOM
MHOMaTHYECKUM MPOLieccOM MHOKap/ie HeJloCTaTOYHOCTh
IDK moXeT pa3BHTbcst NpH Gosiee HU3KOM JAaBJEHHH B
JIETOYHOH apTepHH, B OTJIHYHE OT HerNopaXKeHHOTro MHO-
kapaa DK, u HecMOTpsi Ha NOBBIILIEHHE JIErOYHOTO
COCY/IHCTOTO COMpoTHBJIeHUs. Panee Hamu mnokasauo [3],
yro ¢ynxkuus DK npu IKMII uamensercs camocto-
sitesibHO oT pyHkuuu JI2K, u crenens JIAT, caenoBarensHo,
MOXeT ObiTb 06YyCJIOBJE€HAa OTHOCHTEJbHO Jy4lleH
nesitenbHocThio [TK.

Mui ouenuu crenens JIAT B 3aBucumoct ot PB DK
(ta6n.2). Onuaxo y Gombubix JKMII ¢ Huskoit OB He
6BLIO TIOJYUEHO JOCTOBEPHBIX OTHYHI B BesnnyuHe JIAT
10 CpaBHEHHIO ¢ MoArpynmoii ¢ Gosee Bricokoit OB ITK.
DTo MOXeT roBOPUTb O TOM, YTo y GoabHbix JJKMIT JIAT
B 60.1bllIeil CTENeHH 3aBHCHT OT COOTHOLIEHHS JIeBO- H
TpaBOXKEJyIOUKOBbIX HapyweHui. Bornpoc o B3anmosaBH-
cumoctH Gynkumu JOK i [DK B HacTosiee Bpemst mpuJe-
KaeT GoJibllioe BHHMaHHe Hccaenoparedeii. Dixon et al. [9]
Buiesuau rpynmny GosnbHbix JIKMIT ¢ npenmyiectBeHHOMH
puaartaudei JI2K ¥ oTHOCHTEJIBHO MaJibiM BOBJIeYeHHEM
[DK ¥ OTMETHJIH JIyYIIHH TNMPOrHO3 y TaKHX OGOJbHBIX.
YKasblBalOT Ha CHCTOJNMYECKYIO M JHACTOJIMYECKYIO B3au-
mosaBucumocth [14]. Tlpu yBesnvenun o6wvema ITK
MexKeJyzouKkoBass meperopoaka (MYKIT) aeuxkercsi B
cropony cBo6ogHoi crerku JIXK n yBenuunpaercs KIUI
JIXK u kpuasi naBneHne—o6mbem JI2K casuraercst BBepx
(nuacTommueckoe KojieHo) H Baeso [14]. Santamore et al.
[18], neronibays usonupoBaHHble NeppysHpyeMbie cepala
KPOJIHKOB, TOKa3alH, 4To yBejuyeHHe o6bema IDK
BHI3bIBAJIO TIOBBILIEHHE AHacTouyeckoro aasaenus (JU1)
JIK, u Hao6oport, ymeHblueHHe o6bema [TK npusoamio
k cHwxenunio JUIL JI2K. Takasi 3aBucHMOCTb Oblia Gosiee
BBIpaXKeHHOH MpH GOJBIIMX pa3Mepax cepaua. AHajo-
ruyHo, yBesauueHve ob6bema JIK BeI3bIBaJO MoOBBILIEHHE
JUI TDK. Ilpu ucciefoBaHHH CHCTOJIMYECKOH B3aHMO-
sasucumocTH Langile u Jones [16] B sxcriepumenTax Ha
OTKPBHITBIX CepALaX KPOJHKOB [IOKas3allH, 4TO OCTpoe
cAlaBjleHHe aopThl B JHACTOJY NPHBOMUT K MOBBILEHHIO
cueromuueckoro nasienusi (CJ1) m dP/dt TDK nocre-
JIyIOLLIEro CHCTOJIHYECKOro coKpalueHusi. B To ke Bpems
Ha W30JIMPOBAHHBIX Mpenaparax cepjlia KpoJHKOB MoKa-
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sano [15] nosbitenne nukosoro CJI JIK npu yBesnyeHuu
o6bema IDK. Goldstein et al. [10] uccnenosanu cucro-
JHYeCcKoe B3aHMOJEHCTBHE JKEJYAOYKOB TPH HILUEMHH
IDK ¥ HHOTPONMHOH CTHMYJISILMH Ha OTKPBITOM CepAle
cobakH. OKKJII03Us NPaBOH KOPOHAPHOH apTepHH NMPHBOKIIA
K napaznokcanbHomy aAsHxkeHuio MKII, cumxennio CJI u
yaapHoit pa6otsl (YP) JIK. [Mocse mudysuu aonamuna,
HeCMOTpsl Ha To, UTO napajoxcajbHoe aBmkeHHe MPKII
yeyry6GHIoch U ocTaBajlach JUCKHHE3HsI CBOOOJHOH CTEHKH
DK, CIIu YP ITXK noseicuiuch. B Halem uceseoBaHuU
CpaBHHTEJIbHO MeHbllast cTeneHb nopax<eHusi [2K y 6oabHbIX
JKMIT npuogut K JIAT, uto corsacyercsi ¢ JaHHBIMH
B.IO.Mapeesa [1].

Takum o6pasoM, PyHKLHS 06OHX XKeJTYJI0UKOB HAXOAUTCS
B NpSAMOH B3aMMO3aBHCHMOCTH, H y GosbHbix JIKMII
coctosiHre remonrHaMuki MKK u JIAT moryT onpepensitbest
B OCHOBHOM COOTHOLIEHHEM CTENeHH JIEBO- H INpaBoXe-
JIYIOYKOBbIX HapyLIeHHH.
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JAHAMHKA IIONYIAIMHA MBIIIEYHBIX KJIETOK
BO3YXOHOCHDLIX IIYTEU TP USMEHEHUU
OYHKIMOHAJIBHOW HATPY3KH JIETKUX

Kadespa rucronornn u sm6pHosiornn ApXaHreslbCKOro MeJIHUHHCKOrO HHCTHTYTaA

THE DYNAMICS OF THE POPULATION OF MUSCLE CELLS OF AIRWAYS DURING THE
CHANGE OF THE FUNCTIONAL LOAD OF LUNGS

A.L.Zashikhin, Yu.V.Agaphonov

Summary

Smooth muscle cells of the bronchial wall in rats was investigated in the intact tissue and during the
development of hypertrophy. Alcaline dissociation method was used. The volume of myocytes and their nuclei
number were calculated. The DNA content was studied with the scanning microspectrophotometric analysis.

Statistical characteristics of sample distribution was taken into concideration. Heterogenity of the myocytes
population of bronchial smooth muscle cells was revealed. Three types of myocytes were defined. The transformation
dynamics of the population of bronchial smooth muscle cells during the development of functional hyperthrophy

of lungs was demonstrated.

Pe3zomMme

HcenenoBanuch KIETKU MAAKUX MBILLILL GPOHXUAIBHON CTEHKH JIETKUX Y KPBIC HA MHTAKTHOW TKAHK M NpU
pasBuTuu runeptpodun. Mcnonbsosaicsi MeToa aiKUIMHOBOM AMCCOUMAUMM. BBIUMCIsUICS oObeM camMux
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MMOLINTOB M uucio MX saep. OueHuBanoch Takxe coxepxkanue JHK mocpencTBoM cKaHMpYyIOWEro

MHKDOCﬂCKT[)O(])OTOMCTPM‘ICCKOI‘O aHaJIM3a.

YYUTHIBAJIMCH CTATUCTUYECKHE OCOOEHHOCTH BBIOOpOYHOro pacnpepesieHusi. Beljia BeIsSIBIeHa
reTeporeHHOCTh MOMY/ISILIMYA MUOLIUTOB TJIJIKUX MBI CTEHKH OpOHXOB. BeIsiBICHEI TpH THNA MUOLMTOB. Bbuta
NIPOJIEMOHCTPUPOBAHA IMHAMMKA TpaHchOpMaLMy MOMYISUMH KIETOK TIaJKUX MBI GPOHXOB NPH pPasBUTUH

(hYHKUMOHAIBLHOM THUTIEPTPOhUH.

AHaJu3 JTUTEPATYPHbIX JaHHBIX CBHETEJLCTBYET O TOM,
4TO JI0 HACTOSIILIEr0 BpEMEHH OCTAIOTCS OTKPBITBIMH BOTIPOCHI,
Kacaiolpiecsi CTPYKTYPHOM OpraHu3allMd H PeakTHBHOCTH
[JIafKoH MBILIEYHOH TKaHH, BXOAMALIEH B COCTaB CTEHOK
BO3JlyXOHOCHBIX TyTeil. Ee wmpokoe yyactHe B pasBUTHH
neJioro psifia 3aGoJieBaHMil bIXaTeNbHOH CHCTEMBI [2,5,9]
CBH/IETEJILCTBYET O HEOOXOAMMOCTH IIyOOKOro H3y4eHHs
JiaHHoro Borpoca. B HacTosilllee BpeMsi H3yUeHbl OCHOBHBIE
Mop(popyHKIHOHAIbHBIE 3aKOHOMEPHOCTH (PH3HOJIOTH-
yeckoil W pernapaTHBHO pereHepauny Jierkux [7]. Tem ne
MeHee BOMpPOC 00 YYaCTHH IJIafIKOH MbILIEYHOH TKaHH
6POHXOB B Peasu3allii STHX NPOLIECCOB OCTAJICS 3 PaMKaMH
MHTEPEeCOB HCCJIe/loBaTelIeH.

YkaszaHHe Ha retepoMoppHsM TJIaAKHX MHOLHMTOB B
cocTaBe MBIIIEYHOH TKAaHH PAas3JjIHYHBIX OPraHoB BCTpe-
yaercsi B psiie uccaenosanui [3,8,11,13]. Touku spenus
Ha OLEHKY (DeHOTHIIA IV1aJIKHX MHOLIUTOB H BO3MOXHOCTD
ero MOJYJISIMH B WHTAKTHOH TKAaHH M TPH Pas3IMYHBIX
(DYHKLFMOHAJIbHBIX HArpy3Kax KpaiiHe pasHopofHbl. Lleybio
HacToseH paboThl ObLIO NPOBeieHHe CTPYKTYypPHO-MeTa-
6oMYEeCKOro aHajin3a TVIafIKUX MHOLMTOB, 00pasyIoiux
MbIIIEYHBIH KOMIIOHEHT CTeHKH MeJIKMX OPOHXOB, Y HHTaK-
THBIX JKHBOTHBIX, @ TaKXXe€ B YCJOBHSIX MOBbILIEHHOH
(GYHKUHOHAJILHON HArpy3KH JIETKHX.

Pa6ora rnpoBesieHa Ha 6ecriopoiHbIX 6eJibix JJabopaTop-
HBIX KpblcaX—caMuax. B orbiTe Herosb3oBaHo 35 XKHBOTHBIX,
10 xpbic cayuau KoHTposeM. Mojesb runeppyHKUHH
MPaBOro JIEFKOro MoJydasii yTeM HOpMHPOBAHHS JIEBOCTO-
poHHero nHeBmoTopakca. CucremMaTHYeCKHe H3MEepeHHS
T10Ka3aJii, YTO Ha MPOTHBOIOJOXKHON CTOPOHE OT KoJljia-
6UpPOBaHHOTO JIETKOro HabJI0/1a/10Ch CTOHKOE yBeJIHYeHHe
obbeMa JeroyHoil TKauu. Marepuas 3abupany Ha 1,4,7,14,
28-e CyTKH 9KCMepHMeHTa 1oji HeMOyTaloBbIM HaPKO30M.
[Ipy 3TOM KCIIOJIB30BAIH METOJ, CllyyaiHoro ot6opa o6pas-
LIOB B MpejiesiaX BEIGpaHHOTO ypoBHs HccienoBanust [1].
U3 siesoro sierkoro ot6upanu 15—17 dparmenToB 6pOHXOB,
KkoTopsle ukcuposaiu npu +5°C B pactsope 10% dop-
ManuHa Ha ocatHoMm Gydepe npu pH=7,4 B TeueHue
6—8 uepens. MpeHtnduxauus MesKux GPOHXOB MPOBOAH-
Jach Ha OCHOBe MOP(OJIOTHYECKHX KPHTEpPHeB C rocJe-
Jyioleit 06paboTKOH OPHUTHHAJLHBIM METOJIOM TPHLIEJILHOM

KJIeTOYHOH auccounauud. [InoHgHOCTL MBILIEYHBIX SAep
OTIpeJieJIsiIM TIoc/Ie MOCTAHOBKH peakuuu PesbreHa 1uTo-
CreKTPO(POTOMETPHYECKHM METO/LOM Ha CKaHHPYIOLIEM
uurodoromerpe MDPTX—-2M npu juvHe BosHbI 546 HM.
OKyJISIpHBEIM MHKPOMETPOM H3MepsSId IJIMHY H LIHPHHY
M30JIIPOBAHHBIX MHOLIMTOB, MaJbii M GOJLLIOKH AHAMETPHI
spep. O6bem paccuuThiBaJH 1o GopmyJie squncousa. [Ipu
aHamu3e UMGPOBOro MaTepHasla BBIUMCISAJH CPEHION0
apu(MeTHYECKYIO, JAMCIIepPCHIO, KO3(D(hHLMEHT BapHalHH,
ACHMMETPHH H 3KCLIeCcC ¢ UX CTaHAAPTHBIMH OTKJIOHEHHSIMH.
O6pa6oTka pesy/bTaTOB MPOBOAMJIACH C MOMOLLIBIO CTATHC-
THYEeCKOH TporpaMMHoH cuctembl Statgraf, Statistical
Graphics, USA. Crenenb BepositHocTH oTan4Hil (p)
M3MepsieMbIX BeJIMYHH ONpeJIeisiyIv ¢ TOMOLLBIO0 t-KpHTepHs
Croiopenra nipu p=0,05.

OpnHa 13 3aj1a4y HACTOSILLEro HCCJIeJOBAHHSA COCTOSIA B
Onpefie/IeHHH YETKHX CTPYKTYPHO-MeTab0JHYeCKHX XapakK-
TePHCTHK IVIaJIKHX MHOLMTOB HHTAKTHOH TKaHH GPOHXOB.
[IpumeneH#He MeTO/1a MPHLIEJLHOH KJIETOYHOH HCCOLHALHH
MI03BOJISIET 3TO CHeJIaTh AOCTATOYHO KOPPEKTHO H H3be-
’KaTb OLWIHGOK, BO3HHKAIOIMX TPH MopdoMeTpHYeCKOM
aHa/M3e rJIaKuX MHOLMTOB B THCTOJIOTHYECKHX Cpesax.
Cpepuue faHHble, oTpaXKawolue MopdomeTpHUyecKHe rna-
pamMeTpbl MHOLHMTOB CTEHKH GPOHXOB, HHTErpajibHyIo
OTNTHYECKYIO TNIOTHOCTb HX S/iep XapaKTepH3YIOT TOJIbKO
obLuHe napaMeTphbl H-He JaloT aleKBaTHOTO Mpe/cTaBlIeHH s
0 CTPYKTYpe OMHChIBaeMo¥ KJeTo4HOH ronyJsuuH (ta6i.1).
HM3BecTHO, YTO OZHHM M3 BaXKHBIX NTOKa3aTeJieH, XapaKre-
PH3YIOLIHX FeTepOMOpdH3M, SBISIOTCS pasMeps! KieTok [6].
Msyuenue pacripesieieHHst IVIaJIKHX MHOLIMTOB 110 06eMHbBIM
XapaKTepHCTHKaM LMTOMJIa3Mbl CBHAETEJIbCTBYET, 4YTO
JIaHHBIH [OKa3aTesb XapaKkTepHsyeTcsi HauboJjiee BEICOKHM
K03(PHLHEHTOM BapHaLHH (90,8%). 1o TakKe moATBEP-
JKJaeTcst TIONIOXKHTE IbHBIM TIoKasaTesieM sKkcuecca (+2,6)
¢ yyeToM ero olIHGKH perpeseHTaTHBHOCTH. OTCyTCTBHE
3HAYHMOH KOPPEJISILHOHHOH CBfI3H MeXay o6beMoM
LIMTOMNJ/Ia3Mbl MHOLMTOB W JPYTHMH H3y4aeMbIMH Mapa-
MeTpaMH MO3BOJIHJIO BHIGPATh €ro B KauyecTBe OCHOBHOTO
K/IacCH(PHLMPYIOLIETo NPH3HAKA ISt OLEHKH MOMYJISILHH.

AHa/iis THCTOTPaMMBl pacripefle/ieHHs, XapaKTepHsy-
o1l 06beMHbIe TOKa3aTe N  NIaAKHX MHOLMTOB, ITO3BOJIHJI

.
Mopdpomerpuyeckue u UUTO(hoMETpUYIECKHE MOKa3aTCIH IIaIKNX

Ta6anua l

MHOUHUTOB 6poHXOB

IMokasareau X*Sx G ! A E V%
O6beM MHOLHTa, MKM® 3999,26+247,2 3633+13 1,66 2,63 90,8
O6nem siapa, MM 160,46+6,09 89,5 1,13 1,31 55,8
OnrtHyeckas NJOTHOCTb SAPa, YCII. efl. 0,44+0,0095 0,14 0,71 0,38 31,8

IMTpumeyanwue 3necs u B 1a6n.2 G — cpejiiee KBaJpaTHYHO® OTK/IOHEHHE, A — xoadduunent acummerpun, E — xoaduument
akcitecca, V% — koadhduument sapuaunu, d% — omubKa penpeseHTaTHBHOCTH.
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Puc.1. Pacnpejiesienne raaikuX MHOLMTOB GPOHXOB Mo 06beMy KAGTKH ¢ BhipaBHHBaIOLIeH KPUBOIl HopMasibHoro pacnpenenenust. [To ocu aGeuuce
— 006beM MHOUMTOB B KyG. MKM; MO OCH OP/IMHAT — KOJIHYECTBO KJIETOK B OTHOCHTEJIbHBIX eiHHHLAX.

A — Ben nonyasuns; b — rpynna maastx muountos; B — rpynna cpeannx muoumutos; I' — rpynna GobuuX MHOUHTOB.

BBIIG/IUTD TPH TPYNMBl KJIETOK ¢ y4eToM KoadduumeHTa
BapHalMH, aCHMMeTPHH H 3KCllecca B KaXK[OH rpyrie
(Ta6;.2), 3Ha4YeHHs] KOTOPBIX COOTBETCTBYIOT MapaMeTpaM
HopMaJsbHoro pacnpegenennsi (puc.1). Ownbka penpese-
TaTHBHOCTH B KaXJOH rpynrne He npesblasa 5%, 4rto
CBH/IETEJILCTBYET O MPe/ICTABHTEIBHOCTH BbIGOpoK. [TpouerTHOE
COOTHOLIIEHHE TPYII MHOLIMTOB B TOMYJISILIMK B COOTBETCTBHH
¢ BbI6paHHBIMH KPHTEPHSIMH NPEJICTABJIeHO Ha pHC.2.

Ananus ontruyeckoi nuiotHocTH siiep (prc.4) cBuaeTesb-
cTByeT 0 ToM, 4o 87,5% K/IeTOK OTHOCHTCS K AHMIIOMAHOMY
kaaccy, 5,6% Terpamsongnbix H y 6,9% KoauuyecTBo
JIHK cooTrBetcTByeT 3n, 4TO FOBOPHT O MX HaXOXAEHHH
B MHTOTHYecKoM uukje. Haubosbwnit npouent JHK-
CHHTe3HPYIOIIHX KJIeTOK HabJI0faeTcsi B Ipymnme Majbix
muouuToB (cM. puc.4). AHalu3 CTPYKTYpHI NOMYJSLUY B
JHHaMHKe (pOPMHPOBaHHS (PYHKLHOHAJILHOH THIepTpodhHH
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Ta6awnuna 2

O6BLeMHbIE MOKA3aTeNH B PA3IMYHBIX FPYyNax MHOUHMTOB

O6uem MuoumuTa,

G A ot V% 1%
Mrm® X£Sx : E ) §

I'pynna

Mansie 913,14%+40,74 302,12 -0,14 -068 33,1 4,5
Cpenuve  3143,4+114,39 1226,67 0,41 -1,03 39,0 3,6
Boabume  9829,82+486,6 3300,3 0,9 -0,07 336 49

JIETKOTO MpeJCTaBJeH B TabG/.3 M CBHAETENbCTBYET O
pasHOHAMpPABJEHHOCTH PeaKUHH KIeTOK PasJIHYHBIX
rpyrn. Hanbosee BoipaykeHHble H3MEHEHHsI Ha6JI0AATUCD
cpeAd MajibiX M GOJbLIMX MHOLMTOB. B skcnepumerTe
JIMHAMHKA COJIEpXaHHSl KJETOK B 3THX Ipynmnax Xapak-
TepH30Baslach BbIPAaXKEHHOH OOPaTHOH KOppeJsITHBHOM
cBsi3blo (koadduument koppesnsiuuu pasen —0,81, p<0,05).
B mnpouecce pasBHTHA (QYHKUHOHAJbHOH THIEPTPOpUH
JIerKoro B lieJioM Habuiofanack akTuBauus cunresa JJHK
B TIOMYJISILMH MBILIEYHBIX KJIETOK Ha l-e CyTKHM 3Kc-
nepumenta 0 17%, nocrenentoe cHikenne 1o 3% Ha
14-e cytku u nogbem fo 10,7% k xouuy omnbita. [ous
aktuBHO cuHTesupyoumx JIHK kierok B kax o rpynne
npusesieHa B Ta6a1.4. [IpescTaBUTELCTBO IPYNTT MHOLIUTOB
Cpe/i KJIETOK, HaXOMSLUMXCS B MHTOTHYECKOM LHKJIE, B
SKCIIepHMeHTe CYLIeCTBeHHO MeHsiioch (puc.3). AHanns
MoJiydeHHbIX Pe3yJIbTaTOB COrJacyeTcsl ¢ AaHHbIMH JIHTe-
patypsl [3,12], mosyueHHBIMH TpH BH3yasbHOH OLEHKe
CTPYKTYpPbl TVIAAKHX MHOLMTOB H CBH/ETEJbCTBYIOUIHMH
0 UX retepomopdusme.

HMsBecTHO, 4TO CTENeHb reTepoMOP(HHOCTH MOXKET CJly-
JKUTb KPHTepHEeM OTKJOHEHHSl TKaHeH OT HCXOJHOTro
COCTOSIHMSI, @ TaK)Xe MepoH HOpMallH3allHH ero rnocJe
napyuenuii [6].

Takum 06pa3om, CTPYKTYpaJH3aLHs NOMYJISLHH NIaAKHX
MHOLMTOB OPOHXOB, MpPOBeJleHHAs B HacTosileH pabore,
no3sosinia AU pepeHHpoBaTh OLUEHKY peakLUHH KJeT-
OYHBIX 3JIEMEHTOB MYCKYJATypbl 6POHXOB Ha MOBbILIEH-
HYI0 (YHKUHOHAJbHYIO Harpysky. B HHTakTHOH TKaHH
HauboJibliee KOJHYECTBO MHOLMTOB, BKJIIOYAIOLIMXCSA B

25,463

A

583,241

4 21,296

L 1T A2 B&s
Puc.2. CTpyKkTypa nonyisiuuu raakux Muolutos 6porxos (8%).

| — rpynna Maaux kaetok; 2 — rpynna cpeaHHx KAeToK; 3 — rpynna GoAbIKX KAETOK.
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Puc.3. Ynenvuwmit Bec rpynn cpeau JHK-cuurtesupyiowmnx raaaxux
MHOLMTOB GpoHXOB B mpolecce (opMupoBaHHsi (HYHKUHOH2IbHOH
runeprpodun nerkux. ITo Qeu abeuuce — rpynnel MHOUMTOB: | —
Mansle, 2 — cpesiiue, 3 — GoabllKe; MO OCH OPAHHAT — YJleJbHbBIH
gec rpynn cpeau JIHK-cunteanpyioumx Muountos 8 %. A — KOHTpOJIb;
akcnepuMenT: B — 1 cytku; B — 4 cytku; ' — 7 cytky; 1 — 14
cytkH; E — 28 cyTku.

cunres JIHK, oTHocuTes K cyOnonyisiuu MEJKHX KJIETOK
(10,9%). B rpynne cpefHHX U KPYMHBIX MHOLUTOB STOT
fnoKasaTesib cocTtapiser coorBeTcTBeHHO 7,8% u 0%.
[Ipouecc aktuBauuu cuntesa JJHK npu Harpyske nmeer
OJIHOHATpPABJIEHHBIH XapaKkTep, HO J0JisI KJeTOK PasHBIX
TPy, BOBJIEYEHHBIX B HEro, CyLIeCTBEHHO pasjHyaercs
Ha MPOTSXKEHHH SKCMePHMEHTa.

Hau6onblias peakTHBHOCTb OTMeYaeTcsl B CYOMONy IALHAX
MEJIKMX H ‘KPyMHBIX MHouuTax. JlHHaMHKa H3MeHeHHS
cunrtesa JIHK B rpynne mMeskux MHOLUMTOB corjiacyercs
C pesyJibTaTaMH, MOJYYEHHBIMH NMPH aHaiu3e MpoHde-
paTHBHOH aKTHBHOCTH KJETOK MeXaJsibBeoJISIPHbIX repe-
ropofIoK €IHHCTBEHHOTO JIETKOro 1ocJ/ie MyJIbMOHIKTOMHH
y kpbic [7]. B nepBble cyTKH sKcriepHMEHTa Cpe/iH KJETOK,
MMEeIOIMX UMTO(POTOMETPHYECKHE TOKa3aTesNH COOTBeT-
cTByIoLIME 31, 105t GOJBLUIMX KJIETOK COCTaBJsET 14,3%,
a meakux camxaeres ¢ 40 1o 14,3%. Ao conpoBoxaaetcst
M3MeHEeHHEM CTPYKTYPbl MOMYJISUHH: yMEeHbIIEHHEM [0JIH

Ta6auuwa 3

CTpyKTypa NOMyJIsiHH MBIUICYHBIX KJIeTOK GPOHXOR B AMHAMHKE
¢popmMupoBanus (PYHKIHOHAJLHOM TUNIEPTPO(hHM JIErKoro

Tloas kaetok B nonyasuuy, %
Cpok sxcnepumenTa ‘

Maanuie Cpeanne Boasuue
Kontponb 25,5 53,2 21,3
l-e cyTkH 22,0 63,4 14,6
4-¢ cyTKH 20,0 58,3 21,7
7-¢ CyTKH 29,8 62,8 7,4
14-e cyTkH 47,8 47,8 4,4
28-e cyTKH 36,0 52,0 12,0

I




GOJBIIMX M Majbix MHOUuTOB — cM. Tabu.3. Ilocae 4
cytok ymenbiiaercs JIHK-cuuTesupyiomas akTHBHOCTb
MHOLIUTOB, MHHHMaJIbHOE 3Ha4eHHe KOTOPOH 3aHKCHpo-
BaHO Ha 14-e cyTKH. DTO CONPOBOXKAaeTCsl 3HaUHUTENbHbIM
yBeJHYeHHEeM MpeACTaBHTebCTBA MaJjblX KJIETOK H
yMeHbLIEeHHeM J0JM cpefiHuX U Gosbunx. Jlanubli dakt
MOXXHO OOGBSICHHTb 3ajlepXKKoil KieTok B G2 nepuose M
COOTBETCTBYIOLMM BO3pacTaHHeM JUIHTEJbHOCTH MHTO-
THYecKoro LMKaa [4] B pesyabrate BIHSHHS HeHpOryMo-
paJibHbIX (paKTOPOB, AKTHBHPOBAHHBIX B IMHAMHKE Pa3BUTHSI

A

B
0,16 - F
0,12 1 A
0,08 - " -n :
0,04
0

0 02- 04 05 08 10
2n 3n 4n

ajlantaiiHoHHoro npouecca. K 28-m cyTkam skcnepumeHTa
YPOBEHb SIIEPHOI0 CHHTE3a B MaJIbIX H CPeAHHX MHOLIUTAX
NpHOAHKAETCS K KOHTPOJIBHBIM 110Ka3aTelsiM, H B LIHKJI
BeTynaloT Gosbline MuoUMTH. CTpyKTypa NOMYJSILHK
TaKXKe TPOSBJSAET TEHASHLHIO K BO3BpAILEHHIO K HOp-
MaJbHBIM TOKasatenssMm — cM. Taba.3. [lonyueHusle
pesyJibTaTbl COOTBETCTBYIOT HMEIOLMMCS TIPE/ICTABJIEHHSIM
O BO3MOXXHOM CYILIECTBOBAaHMH B IVIa[KOH MBILIEYHOH
TKaHH CYONOMyJISILHH MHOLMTOB, Pa3JIHYAIOIMXCH 110
YPOBHIO TposivdepaTHBHO# noteHuuu [4,14].

b

0,241
0,20+ N

0,16 1

0,12+

0,08 1

0,04 1

0:429550.6 © = 0;85=1:0
2n 3n 4n

0 0,2

Puc.4. Pacnpesiesiense Maakux MHOUMTOB GpoHxoB no ruouanoctu siep. ITo ocu abeurce — konuuecto JHK B eauuuuax mioTHOCTH; Mo

OCH OPAHHAT — KOJIHYECTBO KJETOK B OTHOCHTEJIbHBIX eAHHHUAX.

A — nen nonyasuus; B — rpynna maaux muountos; B — rpynna cpeanmux muountos; I' — rpynna Goablimx MHOUHTOB.
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Tat6uanuua 4

Jloast cunresupylouux JTHK kieTox B rpynme MHOUHTOB Npy

& (popMUPOBANNH (hYHKUMOHANLHON THIICPTPOhIM

Ipynnst Muoumnros, %

Cpoxk sKenej Ta T = 4| ———
KontpoJib 10,9 7.8 =
l-e cyTKH 11,1 19,2 16,7
4-¢ CyTKH _ 167 11,4 =
7-e CYyTKH 7,1 6,75 —
14-e cyTKH 3,1 3,1 =
28-e CyTKH 74 12,8 11,1

B cOOTBETCTBHH C MOJIy4eHHBIMH HAMH JaHHBIMH, Tpyna
MaJbIX KJIETOK He OJIHOpofiHa M c(opMHpOBaHa pac-
TYUMMH MHOLHTAMH, a TaKxKe l(aMﬁPlaJlebuIMI/l KJIETKaMH,
MMEIOIHMH 3HAYHTEJNbHbIH FeHeTHBHBIH MOTEHIHAJ.
Cpeusisi rpynna Haubosiee npejcTaBUTebHA H CTabHJIbHA.
Ona o6pa3yeT OCHOBY momyJsuHu. KpynHele MHOLHTHI
BJASIOTCSI CAMBIMM MAaJIOYHCJIEHHBIMH, B HHX He OTMe-
yaeTcsl BBIPAXKEHHOH MOJHMIJIOHANH3AUHH. DTH KIETKH
XapaKTepPH3YIOTCs BBICOKOH UYBCTBHTENILHOCTBIO K OBPEXK-
paomuM (pakTopaM, COXPaHSIOT CIOCOGHOCTh K OfHO-
KpaTHOMY JIeJIeHHIO H MPEJICTaBJISIOT CO60H TepMHHAJIbHOE
3BeHO B LIEMH JJaHHOro MHobJacTHYecKoro AH(depoHa.
HanoxxeHuble (axThbl MO3BOJSIOT paccMaTpHUBaTh TVIAAKYIO
MbIIIEYHYIO TKaHb OPOHXOB KaK eauHblH AH(p¢epoH, B
COCTaB KOTOPOTO BKJIIOYEHbl KJIETKH PasjIH4HON CcrenHa-
quszauuu. TecHast HHTerpalus MHOLMTOB H IMHAMHYHOCTD
MOMyJSIMH 00YCJIOBJIHBAET BBICOKYIO MJIACTHYHOCTb BCEH
CHCTEMBI.

Hcrosb30BaHHBIH METOAHYECKHI MOAXO/ H NOJyYeHHbIe
pe3yJIbTaThl MO3BOJISIIOT PACIIHPHTE HMEIOLIHECsT MPe/ICTaB-
JIeHHsI O MeXaHH3Me PeaKTHBHOCTH IVIaJKOH MbILIEUHOMH
TKaHH 6poHxoB. JlanbHelias paspa6oTka 3TOro Bornpoca
NpeACTaBJsieTcs CyLeCTBeHHOH ISl pacliu(poBKH Mexa-
HH3MOB H BHIPaGOTKH afleKBaTHOH MeJHKaMeHTO3HOH

KOPPEKLHH COCTOSIHHH THIeppeakTHBHOCTH OPOHXOB B
KJIHHHYECKOH NMpaKTHKe.
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CJIVYAU COYETAHHUSA MYKOBUCIUI03A C JEPUIITUTOM
AJIB®A-1-AHTUTPUIICHHA

HHWM nynsmononorun M3 PP, Mocksa

Mykosucuunos (MB) — ato TsKesioe Hac/eICTBEHHOE
3aboJieBaHHe, BbI3bIBAEMOE MyTallMeH reHa, pacrosioyeHHOro
Ha JUIMHHOM Tiede 7 XpomocoMmbl B objactu q 31—q 32
M TNPOSIBJSIOLEeCS] CHCTEMHBIM MOPaXKeHHEM 3K30KPHH-
HbIX ese3 [3—6,9]. B aurepatype onucano okoso 300
myTauuid reHa MB, M3 KOTOpbIX Ha COBpeMEHHOM Ha-
yuHom' stane uueHTHdHUHPYoTes okoso 20 [1,7]. MB
IBJISIETCS XPOHMYECKHM 3aboJsieBaHHeM, Tpebylouum
Jie4eHHsl B TeuyeHHe BceH XH3HH GOJILHOTO, a TaKxe
pellieHHs1 psiia BONPOCOB COLHAJbHOH H TpodeccHo-
Ha/IbHOM afanrtauuu [2]. MB HacliefiyeTes 1o ayTocOMHO-
peueccuBHoMy THIy. Hecmorpsa Ha yayyluieHHe guarsoc-
THKH M JleyeHus MB, Bxiiouas 6GpoHXOCKONMHYeCKHe
MeTO/Ibl, TIPOrHO3 3a6oJieBaHHsl ocTaeTcsi cepbe3HbiM. He
MeHee TSKeJbIM 3a60JIeBaHHEM SBJISIETCS HACJ/IeACTBEHHBIH
JepuuuT anbda-l-uHrH6HTOpPa npoTeas, B YaCTHOCTH,
neuuuT anbda-1-aHTUXUMOTPHIICHHA. DTO 3a6o/ieBaHHe

Puc.l. Ilpsimasi peHTreHorpaMma OpraHoB rpyAHOH K/eTKH GosibHOro
JI., Buinonnennas 8 1987 r.

Yeuaenune # netpopmnuuﬂ JIEFOMHOro PUCYHKA MO MEAKONETAHCTOMY THMY, Ovarosoie M
NATHUCTLIE TCHH B BCPXHHUX M HHIKHHX OoTAesax.

npejacTaBiisger coboH BpOXAEHHYIO (epMeHTONaTHIo,
XapaKTepu3yIOLLyIocs MPeHMYIIeCTBEHHbIM TOPaKeHHeM
PeCIMpPaTOPHOTO OTJeJIa JIETOYHOH TKaHH [4,8]. Toka-
3aHO, YTO NPH HEJOCTATOYHOCTH aJbda-1-uHrubuTopa
MpoTeas B JIETKHX M JPYTHX TKaHSX IOBBIILAETCS KOH-
LIeHTPAlLHUs 3J1acTasbl M KoJllareHasbl, CeKpeTHPYeMbIX
HeHTPO(HUILHBIMU JIeHKOUMTaMH U Makpodaramu [8,10].
CuHTaloT, YTO OCHOBHYIO POJIb B pa3pylIeHHH COeJHHH-
TEeJbHOTKAHHBIX CTPYKTYP JIETKOTO HrpaeT HeHTpPOo(HIIbHas
snactasa [4,8]. Cnyuau coueranus MB u pneduumra
anba-1-uHru6uTOpa MnpoTeas KpaiHe penku. [IpuBogum
co6cTBEHHOE KJIMHHYeCKoe HabJliojeHHe.

Puc.2. Tlpsimasi peHTreHorpamMMa TOro ke GOJILHOTO, BHINMOJHEHHas B
1993 r.

TBA OMAroBLIX TeHei.

OTPMLIIITl'Ilblmﬁ JIMHAMHKA: YCHACHHE yBeanyen
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[IpoTtokoan umccnepgosanus l

Jlo RX IMocae RX
MokasaTean % Hawm.
Lonxuoe - L Jlynuiee % Honmu. Jlyuwee % Ionwn.
CIIUPOMETPUSA (BTPS)
FVC, n 4,80 3,69* s 3,71% Tl s 1
FEVy, n - 4,10 2,28% HH%* 2,30* 56%* 1
FEV1/FVC, % 83 62* 62*
FEF25—75%, 1/ cex 4,93 0,96* 19** 1,10*% 22%% 15
FEFa259%, 11/ cex 8,10 4,52% 56%* 3,76* 46%* =17
FEFs0%, 5/ cex 5,33 1,46* 278% 1,56* 29%* 7
FEF75%, 21/ cek 2,45 0,24* 10** 0,32* [3* 33
PEF, a1/ cex 9,54 4,60* 48%* 3,86* 40%* -16
E Kon 00010 00000
OBBEMBI JIETKUX (BTPS)
Vtg, n 4,07 3,92 -4
VC, n 5,03 3,94* 7822 4,13 82- 5
TLC, n ) 6,52 6,68 102 6,69 103 0
RV, a . 1,55 2,74* 1772%* 2,56* 165%* =7
RV/TLC, % =z 24 41* 38*
IUNDPDY3IUI
DLCO, ma/mun/mm Hg 33,6 25,1* 1o
DLCO/ VA, 1/muu/mm 6,45 5,30 82
_Hg
COIMPOTHUBJIEHHUE
Raw O6uuee, e HoO/ 11/ cex <3,06 4,80 4,50 -6
Raw Bnox, cm H20/ a1/ cex 3,26 3,17 -3
Raw Buit, cm HoO /a1 / cex 3,83 3,53 /—8
Raw, cm HoO/a/ cex <2,24 3,89 3,68 -5
sGaw, 1/cm HoO/cex >0,083 0,067 0,072 7

[Ipumeuaunue * — BHe 95% J0BepUTENILHOTO HHTepBana; ** — BHe MPEE/OB HOPMBI.
KAJIMBPOBKA: JOJIX: 3,41, PEAJIbH: BbI/] 3,41, BAOX 3,40. IPS—RL10—-04Evp IPS-RH10-04Evp N-2402-5

Bonbhoit JI., 1975 ropa poxkaeHus, poauics ot nepsoi GepemeH-
HOCTH B CpoK ¢ Maccoi Teda 2800 r u miuHoi Tesa 49 cM. Poautesnn
3jlopoBbl. Haxozusicst Ha rpyiHoM BCKapMJIMBAHHHM JIO LIECTH Mecsiles,
NCHXOMOTOPHOE pa3BHTHE COOTBETCTBOBAJIO Bo3pacTy. B iByxmecsuHom
BO3pacTe MepeHec MPaBOCTOPOHHIOIO MJeBponHeBMOHHIO. YacTo Gosen
OCTPLIMH PECHPATOPHBIMH BHPYCHbIMH HHpekunsamu. C aByx Jjet
CTpajlaeT XpoHHyecKHM GpoHXHTOM. B TpHHaAUaTh JeT npH ouepenHOM
060CTPeHHH XPOHHYECKOro GPOHXHTA PEHTTEHOJIOMHYECKH BbISBHIIHUCD
M3MEHEHHs, XapaKkTepHble st TyGepKkyJiesHoro GpoHXOafieHHTa, MO
noeojy Kotoporo GosibHo# obesefoBadcs B Llentpansiom HUU TyGep-
Kynesa, rie TyGepkynes Obul HckiiodeH. Ha ocHOBaHMH KIMHHKO-
PEHTreHOJIOTHYECKHX AAHHbIX W TOBLILIEHHS] XJOPHIOB nota ao 58
MMoJIb/ 1 Gbin BhisiBAeH MB, NMOATBepKACHHBIH 3aTeM B HAYYHO-KIH-
HHYecKoM oTaesie MykoBHcuuaoza MTHLI PAMH. l'eneTnyeckoe Hecle-
JloBaHHe Gbio Beinosxerno 8 HUW nyasmononornn M3 PP 8 1993 r,
rae GonbHow HaGuopaetcs ¢ 1991 r. Kpome reTeposHroTHoro HoCHTelIb-
cTBa fenbra-F508 rena MB y GosibHOrO BEISIBJIGHO TeTepO3HroTHOE
HOCHTEJILCTBO Ae(PHUMTHOrO amiens Z-reHa anbga-1-aHTHTpHNCHHA.
B Hacrosiulee Bpemsi G0JIbHONH €XKEroiHO HMeeT TPH TOCHHTAH3aUHH,
nocnepusisi — B Mapre 1993 r. Hactosimas rocnuranusauus 8 HAU
nyabMoHosorny M3 PO ¢ 03.12.93 no 24.12.93. [TocTynun B COCTOAHUH
Cpe/IHei TSKECTH ¢ JKaobaMH Ha KalleJlb CO C/IH3HCTO-THOHHOH MOKPOTOH,
OJIbIILKY, cllabocTb, cyGgeGpuibHyio TeMrepatypy, Heo(opMICHHbIH
3ama3Koo6paaHblit cTyJ1. [Tpn ocMoTpe GobHOM CpejiHero pocTa, NpaBHJILHOTO
TEJIOCJIONKEHHSI, MOHHXKEHHOro MNHTaHMs, TpyaAHas KjaeTka G6o4koo6-
pasHoi (hopMbl, CHMMETPHYHO yyacTByeT B akTe apixanus, YL 20.

[py aycKy/bTauWH B JIerKHX BbiCJylUHBaeTcsl Gosblioe KOJHYECTBO
CYXHX Pa3HOTOHAJbHbBIX XPHIIOB H €AHHHYHbIE BJIaXKHbBIE KPYMHOMY3bip-
yatble. TOHBI cepalia NpUriyleHHble, putM npaBuabibii, YCC 110 B
muH., AJ1 120/90 mm pr.ct. XKuBoT msrkuii, 6es6onesHeHHbl, cTya |
pas B JieHb, o(popMIeHHBIH TONbKO Ha (hoHe mpHema nansuHopma. [pu
HCCJIEIOBAHHH OOLLIEro KIMHHYECKOro aHa/IH3a MOYH NaTOJIOrHYECKHX HaMe-
HeHHIl He BbISIBJICHO. AHA/M3bl KPOBH: MU nocTymienud — Hb 146 r/;
7. 6,5%10°/ 1; nefikouutapHas dopmyana: n. 8°/Z, c. 73%, 3. 1%, numdp.
10%, M. 8%, CO3 13 mm/uac. Tlpu Buinucke — Hb 146 r/a, a.
5,4x10% /n; neiixountaptas popmyna: n. 3%, c. 63%, 2. 2%, Jaumd.
25%, M. 7%, CO3 15 mm/uac. Gubpunoren 7,1 r/a, amunasa Kposu
56 e, aHacTasa Mouu 4 e, o6wwit Gesnox 88 r/u, ansbymuns 38,6
r/a, raobymmuns: o 8,1%, 13,6%, B 9,1%, y 30,5%. Tlpu
onpesiefieHHH H3MeHEeHHH TYMOpaJibHOrO M KJETOYHOro HMMYHHTETa
BBISIBJIEHO IEG 49,5 ycn.en. (Hopma po 23 yenen), IgA 1,6 yen.en.
(nopma), IgE 145,7 yen.en. (nopma o 130 yea.en.). Linpkyaupyiowue
HMMyHHBIe KoMmniekehl — 80 (Hopma). TuTp aHTHTes K acnepruiiam
coctaBun 6,5 (wopma mo 16), k kawaupam — 21 (nopma no 22).
T-kaeTounblil uMMyHuter: T-knetku 66% (sopma), B-kaetku 11%
(nopma), T-xennepst 33% (nopma 35—55%), T-cynpeccopst 32%
(nopma 15—30% ), otHouwenue T-xennepos k T-cynpeccopam = 1,03
(nopma 1,5—2,5). KI-ucciefioBatkie BLISIBUIO CHHYCOBYIO TaXH-
Kap/IMIo, BepTHKaJbHOe MOJOXKeHHe 3JeKTpHueckoii ocu cepaua, YCC
115 B Mun. [TpH HeesieoBaHHH MOKPOThI ONpeAessiioch 3HaUHTebHOe
KOJIHYECTBO CErMeHTOSIePHBIX HEHTPO(HIIOB, MOKPLIBAIOWKX BCe MoJe
3penust. MHKpOGHOIOrHYECKOE HCCIeIoBAHHE MOKPOTB! BBISIBHIIO CHHe-
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Puc.3. Masok GpouxoanbBeossipHoro cmbisa. Cpean KJeTOUHbIX
2JIeMeHTOB NpeobaafaioT HeHTpouabHbIe JeHKOUHTE. 3HauHTe/bHOe
KOJIHYECTBO MHKPOOPraHM3MOB, pacroJiaralomuxcsi Kak B BHIC
cBOGO/HBIX KOJIOHHI, TaK H BHYTPH HEHTPO(MJIOB M aibBEOJISIPHBIX
makpodaros. Okpacka no Pomanosekomy—Iumse. x1000. Macasinas
HMMepCHSI.

FHOWHYIO MaJOuKy, 30JOTHCTHIH CTa(QHIOKOKK, UYBCTBHTEJbHbIE K
aMMHOMIHKO3UaM, UedanocnoputiaM. PenTreHosioryueckoe HecseoBatne
BLISIBHJIO OTPHLUATELHYIO AMHAMHUKY N0 cpasHennio ¢ 1987 r. (puc.1,2).
OTMeuaoch ycHeHHe W Je)opMalus JCrouHOro pHcyHKa no MeJiko-
NeTJHCTOMY THIY, OYaroBbie MATHHCTHIC TEHH B BEPXHHX M HHXKHHMX
oTaenax. KopH#H JierkMX pacuiupeHs!, MaJOCTPYKTYPHbI, CHHYCHI
csoGoanble. Cepaue u aopThl Ges ocoGenuocreit. IIpn ocmoTpe
OTOPHHOJIAPHHTOJIOTOM BBISIBJICH XPOHHYCCKHH TOH3WWIHT, XpOHHYec-
KHi1 ABYCTOPOHHMIT FHOHHBI raiMOpHT BHe 060CTpeHHUs, MOJIHIT03 Hoca.
[Tpy BuinosHenuH GoaunueTusmorpauu BHISIBJACHO HapyuleHHe
(PYHKUHH BHELIHEro AbIXaHHsl MO CMelaHHOMY THMy: OOGCTpYyKUHS ¢
npeoGilafiaieM AHCTANLHOTO KOMIIOHEHTA, PECTPHKTHBHbLIC HapyLIeHHs!
CO CHHXKCHUEM JKH3HEHHOH eMKOCTH JIErKHX, YBEJHYeHHEM 0CTaTOYHOTO
o6bema, cHrKelneM audy3Hoit cnocobHocTH Jerkix. IIpo6a ¢ Gepo-
TeKoM Gbia oTpuilaTenbtion (npotokon ueenenosatus 1). [Tpu 6ponxo-
CKOMHYECKOM HCCJIE/IOBAaHHH OTMeyasach MPOXOAHMOCTL GPOHXOB /10
CerMeHTapHbIX OT/LCJIOB, BBISIBJISUIACH 3HAUHTEJIBHASI THIICPEMHS CJIHSHCTOH
o6oJiotKkH 6poHX0B, GOJILLIOE KOJIHYECTBO BSI3KOrO FHOHHOTO ceKpera,
onpejieisiach NOBLILICHHAsT KPOBOTOUMBOCTb CJIM3HCTOM 060s0uKH. Bbin
BLINOJIHEH GPOHXOAJbBEONSIPHBIH JlaBaXk € MOCJeYIOUHM BBeJIeHHeM
knagopana. Llutosnorudeckoe uceaegopanue GpoHX0abBeosIPHOTO
cmbiBa (BAC) BBISIBHAIO BBICOKYIO CTerneHb aKTHBHOCTH BOCMAHTEJb-
Horo npouecca. OTmeyasnoch yBesHuenHe UWTO3a JIo 4x105 B 1 wma,

JKH3HECTIOCOGHOCTb KJIETOK Ghilla Hi3Koit u coctasuaa 54 %. Lintorpam-

ma BAC: anutennii 0,5%, ansseonsipubie Makpodaru 4%, HelTpoduast
92,5%, aumdotmtet 2%, s0sunoduast 1 %. Liuto6akreprockonuiecku
BBISIBJISIIOCH GOJIbILIOE KOMMMECTBO MHKPOOPraHH3MOB, NMpPeicTaBAeHHBIX
rPaMIOJIOKHTELHBIMM JIMIJIOKOKKAMH M FPaMOTPHLATENbLHLIMH 11aJ104-
kamu (pue.3). AGcomoTHoe umcao MuKpoopratuamos Ha 100 kaerox
BAC cocrasuno 450. ITpu axokapauorpauu npHaHakoB XpoHHYECKOro
JICrOMHOTO cepila ie Buisedters—lIpH yabTpasByKOBOM HCCJIEJIOBAHHH
opratioB 6piolNioil MoNOCTH OGHApPYXKeHB NPH3HAKK XPOHHYECKOTO
xoneuucTHta. Buiio nHasHaueno JeueHde auTHOGHOTHKaMH (rapamu-
UMHOM, MaKCaKBHIOM), MyKOJNHTHYCCKHMH, (pepMEHTaTHBHBIMH, BHTa-
MHHHLIMH Tpenapatamu, (pH3HOTepanus, yNbTPasByKoBble HHTaJISILHH,
Macca) rpyjiHoi KneTky, nevebuas (puskynstypa. Cocrosinue 60J1bHOr0
YAYHIUIHIOCH: HOPMaZH30Ba/lach TEMIEpaTypa, B JICTKHX YMEHbIIHI0Ch
KOJIHYECTBO XPHIIOB, MOKPOTa MpHobpeia ciM3uCTbIit XapakTep. BosbHok

6Ll BLIMHCAH B Y/IOBJIETBOPHTEJILHOM COCTOSIHHH C peKOMEeHAaUMsIMU
MPOJIOJIXKHTH MYKOJIHTHUYECKY!IO, (DePMEHTATHBHYIO TeParHio, MOCTYpabHbli
apenax, JIPK.

Knunnueckuit auarnos. MyKoBHCUMI03, CMelaHHAs JIerouHO-KH-
weuHast GopMa ¢ NpeHMyLIeCTBEHHbIM MOPAXKEHHEM JICTKHX, CpeiHei
TSDKECTH Teuenue, oboctpenne. Jeduuut anna-1-nuruburopa nporeas
reTePO3HIOTHOE HOCHTENLCTBO). XPOHHUECKHH THOMHO-06CTPYKTHBHBIf
Gponxut. Amdusema Jerkux, auddysuviii nuesmockgepos. JH 1L
XpoHHYeCKHH TOHSHIINT, peMHccHsl. XPOHHUECKHIT /IBYCTOPOHHHI THOHHBIH
raiiMopur, pemuccHst. ITosinnos Hoca. XpoHHUECKHH XOJICLMCTHT, PEMHCCHSI.

Takum o6pasom, onucaHHoe HabJIIOAEHHE TIPEACTABIISIET,
Ha Hall B3NS, MHTEpeC B CBSISH C YJy4lleHHeM B
rocJie/iHee BpeMs AIMarHOCTHKH HaCJIeICTBEHHBIX MOPaXKEeHHUIT
aerkux. Caydyau coueranuss MB u geduumra anbga-1-
HHrHOUTOpa MpoTeas ABAAIOTCA KpaliHe peakumu. BosbHoit J1.,
19 ner, asasercs komnaynaom no MB, To ecTb MyTauus
neavra F508 B opHol XpoMocome coderaeTcst ¢ MoKa He
onpejieJIeHHOH MyTalHeH B Jpyrol Xxpomocome, GoJiee
“msrkoit”, uem gesibra F508, uTo H 06bSICHSIET OTHOCHTENBHO
GaaronpusitHoe TeueHHe 3abosieBanus. HeopHo3HauyHo#

" NIPeJICTaBJSIETCS POJIb FeTEPO3UTOTHOIO HOCUTENBCTBA I'eHa

neduuuta anbga-l-uHrubuTopa nporeas, B YaCTHOCTH
anb(a-1-anTurpuncuna. BosblHHCTBO HccaenoBaTesel
CUMTAET, YTO reTePO3HroTHOE - HOCHTEJILCTBO reHa Jedu-
uuTa anabga-l-uHrHbHuTOpa NMpoTeas npejcTaBisieT co6oH
Julb (akTop pHcKa, Ha (oHe KOTOporo B G6oJiblIeH
CTENeHH MpOosIBJISeTCs MaToreHHoe JiecTBHE SK30IeHHBIX
M 9HIOreHHBIX (pakTopoB. Jlpyrue nosaraior, 4To rerepo-
3HTOTHOE HOCHTEJILCTBO CaMo Io cebe MOXKeT ObITh ITPHUHHOK
nepBHYHO# sMPpusemb serkux [7, 8]. B naurem nabmonenuu
OTHOCHTEJILHO OJ1aronpHsiTHOE TeyeHHe 3abosieBaHHs 0Obsic-
HSIeTCSI OTCYTCTBHEM Y GOJIbHOrO “TepMHHAJbHBIX” HIIH
“)kecTkuX” MyTauni. 3a TakMMH GOJLHBIMH HEO6XOHMO
HabJloieHHe U JleueHHe B TeYeHHe BCeH HX JKHM3HH.
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KIIMHUKO-MOP®OJIOTUYECKHUE OCOBEHHOCTH
MYKOBHCIUIO3A B3POCJIOIO

HUH nynsmonosnornn M3 PP, Mockea

B nocsieine rojibl oTMeyaeTcs NOBBILIEHHbIH HHTEpeC
K MykoBHcLuao3y (MB) — TspKesioMy cHCTeMHOMY 3a-
6oJIeBaHHIO, OTHOCSILEMYCSI K TeéHeTHYEeCKH AeTepMHHH-
POBaHHBIM KOMOHHHPOBAHHBIM MIOPOKAM SK30KPHHHOH JKeJle-
3HCTOH TKaHH H XapaKTepH3YIOLEMYCsl Pe3KHM HapyLIeHHeM
peoJiornueckux cpoictB causu |7]. Yacrora Berpeya-
emoctH MB cpenu HoBopoXkeHHbIX cocTasasiet 0,05% [8].
Y 50% wus nux MB onpenessier neneuust geapra F508
[1]. B cBsI3M ¢ BO3MOXKHOCTSIMH paHHEH JAHATHOCTHKH M
jgeueHusi MB yeenuuwicst cpefHHH Bo3pacT OOJIbHBIX,
COCTABJISIOLLMI B HAacTosILee BpeMst 25 JieT r4]. Y B3pocbix
yalle MarHocTHpyeTcs cMemanHnas Gpopma MB [5,6]. MB
B3POCJIbIX HMEET HEKOTOphle 0COOEHHOCTH, 3aKJII0YaIOLIH-
ecsi B OcJabJIeHHH OCTPOTHl CHMIITOMOB C OKOHYaHHEM
ny6epTaTHOro PasBHTHS, XOTS caM MpOLEcC [O0JOBOro
CO3peBaHHs 3a/lepPXKHBaeTCs [2,3,9]. TTpuBoawm cobeTBenHOE
ayTorncHiiHoe HabJsofeHHe cMellaHHoOH (opmbl MB.

Boasnoit K., 34 mer, noctynuan B Goavuuuy 03.04.93 B kpaiine
TSDKEJIOM COCTOSIHHM, €O CNyTaHHBLIM CO3HAHWEM, He [03BOJIHBIIHM
BCTYNHTL C HUM B KOHTAKT. [laluenT BLICOKOrO pocTa, acTeHH4eCKoro
TEJIOCJIOKCHHST, B 06JIaCTH MEUEBHIAHOIO OTPOCTKA IPYAHHDBI BIABJISVIOCH
BOPOHKOOGpa3Hoe BAABJCHHE TPYAIOH KICTKH AMaMeTpoM 7 CM.
Koxiibie moxpoBbt 6Jiejitble, ¢ BbIPaXKEHHON JKEJTYLIHOCTBIO, Ha BEPXHHX
M HHKHHX KOHEYHOCTSIX ONPE/CIISIHCE MEJIKOTOUCYHBIE KPOBOM3JIHSIHHS,
BLISIBJISKIACh BhIpaXKeHHasl NacTo3HOCThb rosieher. OTMeuanuch Bbipa-
JeHHasi BswlocTh M aguHamus. Temmepartypa Ttena 36,9°C. Aprtepu-
anvhoe fasaenue 130/70 MM pT.CT., HACTOTA CEPAEUHBIX COKPALLEHHH
60 ynapos B MuH. PUTM npaBuabHbLA, TOHB cepua rayxde. Haj serkumu
— KopoGouiiblil nepKyTopHEtil 3ByK. [IpH aycKyJbTalHH BLICYILHBAJIOCEH
JKECTKOE JibIXalue, BO BCEX OT/AeJaX — paccesiHHble CyXHe XPHIbl, B
HIUKHHX OT/leslaX — BJIAXKHbIC MeJikonysblpuaTblie XpHnbl. [Tpu kaune
GOJIbHOM OTXAPKHBaJ He3HAYHTEJIbHOE KOJIMYECTBO BS3KOH CJIM3HCTO-
rHoiiHoi Mokpothl. 2KHBOT yBeauuen B oGbeme, MArKHH, B MOJOCTH
pacrioiarasiach cBoGOAHAS! JKHAKOCTD, MO NMOBOJLY Hero Gbi NPOH3BeeH
napaueHTe3 M BbIJIGJIEHO CCMb JIMTPOB XKCJITOBATOH OnaJecLupyioLei
xuaxocetH. Ileyenb nponanbnupoBath He yaJloch, NEPKYTOPHO Kpai ee
pacnonarasicst Ha yposHe peGepHoit ayru. Ananua kpoeu (npusogsTes
MHHHMaJIbHBIC W MaKcHMaJibHble T0KasaTesld 3a BpeMsi npebblBaHus B
CTaUMOHape): HPHTPOLUTLI 2,4x10'2/n, remorno6un 89,0 r/ 1, useToBOit
nokasateab 1,1, JeHKOUUTHI 3,6—8,5%x107 /1, HEHTPOHIIbLI CerMeHTO-
sepubie 55,0—73,0%, nanouxosnepubie 4,0—7,0%, JauMpOUHTLI
18,0—34,0%, monouutst 2,0—7,0%, COd 4—7 mm/u; Bpems cBepThI-
BaeMocTH KpoBH 3,1—4,3 ¢, caxap kposH 4,2—8,2 MMOJb/ J1, XonecTepHH
o6uwmit 1,7 mmoan/a, obuwit Gemox 42,0—55,5 r/a; Guanpy6un
o6uwmit 219,8—330,6, npsimoii 166,5—211,0, nenpsmoii 42,3—119,0
r/a, mouesnua 1,7 mmonn/ n; sanekrponutn: K 2,92—3,47, Na 138—
139,4, Co 0,98—1,04, xnopuapt 106 mmoan/a; ACT 700,0 MMOJIB/ 01,
AJIT 574,0 mmons/an, amunasa kpoeu 28,0—32,0; npoTpomGuH —
ke 23%. Ananua MOUM: peakuust KHesiasi, OTHOCHTEJIbHAsH JIOTHOCT
1000, Gesmok 0,6 r %, JCHKOUMTB eHHHYHLIE B foje 3peHHs,
IPHTPOLUTOB HeT. DeKTpoKapAHOrpadHuecKH BLISBJISIIHCH CHIyCOBast
TaXHKap/usi M TNPU3HAKH CHHIKCHHS MHTAlMs JIGBOTo JKeJylouKa
cepaua. Ipu yabTpassykoBoM HccJe/ioBalini GPIOUINON MOJOCTH
onpeaesioch GoJbIIOE KOJHUYECCTBO CBOGOIHON JKHAKOCTH, a TakKxke
audpysnoe ymnotHenwe Tkauu neuenu. Ilpu peurresonornyeckom
HCCJIC/IOBAHHH MPYAHON KJICTKH BLISIBJIEH NPABOCTOPOHHHH MHEBMOTOpaKC,

XPOHHYECKHI GPOHXHT, MHeBMOcKiepos. Ha ocHoBanuu BhISIBACHHBIX
KITMHHYECKH MMaTOJIOTHYECKHX H3MEHEHHi GosibHOMY Obli BbICTaBJeH
JIHarHo3 akTHBHOro JIeKOMIEHCHPOBAHHOrO LIMPPO3a MeUYeHH W HasHaueHa
KOMIUIEKCHAsl Tepanus, BKJIIOYAIOLAs NaTOreHeTHYECKHe H CHMITOMA-
THueckHe cpesctBa. CocTosiue GosibHOro Ha (hoHE MPOBOAUMOro
JieyeHHst He yayuuianoch. B GosibHuLe OblIo NPOBEAEHO reHeTHuecKoe
obcnieioBanie 60JIBHOrO W BbISIBJICHO T€TEPO3HIrOTHOE HOCHTENbCTBO
neavta F 508 rena MB. Cmepth HacTynuia Ha 30-e cyTkH npe6LiBaHHs
B CTAlMOHAPE NPH ABJEHHSAX NMEYCHOUHO-TIOUCUHON HEAOCTATOYHOCTH
untokcukauuu. Tpyn Goabtoro K., 34 ser, Gb1 Hanpagsjen B narodio-
roaHaToMHYecKoe oT/iesIeHHe ¢ iHario3oM: MyKoBHeLHA03, CMelaHHAas
dopma (reteposuroTHoe HocHTenbeTBO). CMetlaHHBIA JIeKOMMEHCHPO-
BaHHbLI UMPPo3 neyenu. XpoHHYECKas NeHeHOUHasi He0CTaTOYHOCTb.
XKenryxa. Acumr. 3acroitnas nuesMounus. [Tuesmotopake. ITposesxin
KpecTLoBoi obnacTH. MHTOKCHKauMs.

[Ipu HapyxcHoM ocMmoTpe Tpyna obGpaiiand Ha cebsi BHHMaHHe
BbIPaXKGHHOE HCTOLLEHHE, BAAB/IEHHE B IPYHON KieTKe JMaMeTpoM 7 cM,
npoJiexxeHb B 06/1acTH KpecTia pasmepom 4,5x5,0 cM TeMHO-KpacHoro
BETA, XKEJTYUIHbIH BT KOKHbIX MOKPOBOB M BHAMMBIX CJH3HCTHIX
obosiouek. B nosoctsx Ttesna o6HapyeHO 3HAUMTENLHOE KOJIHYECTBO
1PO3PaYHOM JKeNTOBATOH XKHJKOCTH (B ruieBpasibHbX nosocTax no 200 mu,
B OpiowHoit nonoctd — 1500 mst). Ceposubie 06OJOUKH nosocTed
enTywHsl. OcHoBHbIE NATOJIOrHYECKHE H3MEHEHHS OblIH OGHapyKeHbl
B OpraHax /\bIXaHusi, MHUIEBApeHHsl U CeP/eHHO-COCYAHCTOH CHCTEMe.
[Tpasoe nerkoe Gblio moaxato K KopHio. Ha BHcuepasnbhoil naespe
obHapy»eHbl 3ejieHoBaThle (PHOpHHO3HbIE HanoxKeHHs. Boasitnas npoba
Ha NPHCYTCTBHE BO3ZyXa B IJIEBPAJBHBIX MOJIOCTSX MOJIOMHTEbHAS
cripasa. [lopnnespanbHo B 0GOMX JIETKHX OMpeAesIHCh MOJOCTH
nuamerpom 0,9—1,2 cM ¢ POBHBIMK JKeNTOBATHIMH KpafiMu, B jHe
KOTOPBIX ONpejlesIsiineh nepeMblykH. B 9-M cermenTe nmpaeoro Jierkoro
B BHCLEpPa/ibHON MJeBpe BbisiBJeHO oTBepcTHe jauamerpom 0,6 cm ¢
TIaJIKHMH POBHBLIMH CepbIMH KpasiMM H HaJloXeHusMH (uOpHHa no
nepudepun. Ciusucras 060J04Ka TpaxeH W KPYMHLIX GPOHXOB BJIaX-
Hasi, GnecTauas, Ha BCeM NPOTSIKEHHH xKeaTyuiHoro useta. Jlerkue
TEMHOBATOH KOHCHCTEHUHH, JIEBOE JIErkoe B BEPXHHX OT/eqax HMeso
YYaCcTKH MOBBILICHHOW BO3aylHOCTH. [loBepXHOCTL HMX IKeATOBaTOro
1BeTa, Ha paspese onpejesiics CeT4aThlii PHCYHOK, NTPH HAlaBJIHBAHHH
C TOBEPXHOCTH CcTeKaJa XKeNTOBaTas MeHucTas XKHAKocTh. Bpomxu
BLICTYNAIOT Hajl MOBEPXHOCTBIO pazpesa, NpocseT X ceoboseH. Cepaue
pasmepom 10x10x6 cmM, o snukapadM onpesiensieTcs 60JblLIOE KOJIH-
YeCTBO KeJTOH XXHPOBOM TKaHH, B WHTHME BeHEUHLIX apTepHil
BLISIBJISIIOTCS] CerMEHTapHble KallbIHHUPOBaHHbIe GJSIIKH, CYXKHBaIOLLHe
npoceet cocynos Ha 30%. dupokapa MIaAKWil, GiecTALMIl, CTBOPKH
KJanmaHoB TOHKHe, JKeaToBaToro useta. Mbiua cepaua apsbnoii
KOHCHCTEHIHH, 1Ha paspese XeJTo-KopHuHesoro useta. B mexokenynou-
KOBOI Meperopojike onpesesisuicst MIOTHLIH 3anajaloiii y4acToK cepo-
GesiecoBatoro ugeta. Tonuuna MHokapaa npasoro xeaynouka 0,3 cm,
nesoro 1,5 cM. B HTHME aopThl yMepeHHoe YHCI0 (hHOPO3HLIX GAsIeK.
Cansuctan obGoJioyka MHILEBOAA, XeJyAKa W KHILEUHHKa cepo-
XKEJITOBATOrO UBETa, CKJA3AYaTocTh criaxkena. B npocsete xesyaka
BbisiBJeH0 500 M1 XKeJITO-KOPHYHEBOH XKHAKOCTH, B MPOCBETe KHLew-
HHKa — COJICPXKHMOE CJIM3HCTOH KOHCHCTEHIHH 3eJIeHOBATO-Ceporo
usera. O6pauasno Ha ce6st BHUMaHHe pe3Koe B3JLyTHe JIeBOH MNONOBHHbI
ToIcTON KHWKK. YKesuHble MyTH CBOGOAHO MPOXOAHMBI, MKEJUHbIH
nysuipb HOpMajbtoro Buia M paamepa. [leuenn ¢ MesKoGYrpHCTOH
MOBEPXHOCTDIO, APSIGNOBATON KOHCHCTEHLHH, Ha paspese 3eJIeHOBAToO-
6yporo usera. [TopxenynouHas »Kesesa IJOTHOH KOHCHCTEHUMH, Ha
paspese cepo-6eJioro 1BeTa, HaMoOMHHAET MSCO PbiGbl, PHCYHOK CTPOCHHS
ee CLJaXKeH, OnpejledsioTesl JKiL MEJKHe y4acTKH J0J1b4aToro
ctpoenus. [IpoToky nojKedyouHoit xenesnl paciunpenst 1o 1,0 cm B
AHaMeTpe, MPaKTHYECKH TOTAJbHO 3amnoJHeHbl GesibIMH MJIOTHBIMH
KaMHAMH. B OT/ie/bHBIX y4acTKaxX BBISBJISUIMCH KHCTO3HbIE M0JIOCTH 110
1,2 cM B auamerpe. Bokpyr nojkenyfouHoM enesbl 60JblIOe KOJH-
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Puc.l. Mopgosiornueckye H3MEHEHHS B JIETKHX.

a — no.

P potaopa, npeact

b dpa rPaMNONOXKUTEAbHBIMH GAKTCPHAMH H OGPHIBKAMH MHUeAHR rpuGa. Masok—oTneuaToK ¢ NoBepXHOCTH ovara Bocnasenusi. Oxpacka no I'pamy.

x1000. Macasuasn ummepcus. 6 — dparMenT GPONX0IKTA3a: aTPOPHA M CAYWIMBAHHE GPOHXHANBHOTO SMHTEAHA, HCTOHUEHHE CTEHKH, aTPodHA MbllueyHoi o6onouku. Jluctenekras. Okpacka

il

Ta3a, Gpubp 7t n.

1. OKf remMaToxcuanHoM 1 soautom. X100, 2 — ovarosas no

paspbisa

o
Uit g

reMatokcHarHoM 1 sosunoM. X100. 8 — kpait paspuisa Gp
GponxxonosKkTaza. OKkpacka reMaToKCHAHHOM H 303nHOM. X40.

4ecTBO XKHPOBOH TKaHW. CJIOHHBIC W OKOJIOYILHBIE XKeJie3bl OObIUHbIX
pa3MepoB, Ceporo UBeTa, J0JbYaToro crpoeHHsi. MuKpocKonuyeckoe
HCCJ/IeIoBaHHE MOATBEPAHIIO BBISIBJCHHYIO MaKPOCKOMHYECKH MaTOJOTHIO.
OcHOBHblE MaToJIOrHYeCKHe H3MEeHEeHHs! GbUIH BBISIBJIEHbl B JIETKHX,
TOJKeJyI0UHOM JKeJle3e, neyeHH. B GpoHxax BbisBJIs/IaCh THCTOJIOrHYEC-
Kasi KapTHHa XPOHHYECKOro KaTapajlbHO-CK/IePOTHYEeCKOro GPOHXMTA.
Onpepenisiiach pe3kasi runepriausi GpOHXHANbHBIX JeJies, CofepKalliX
3HauMTeJbHOEe KoJHuecTBO Bsiskoro, pesko IIMK-nonoxkutensHoro cek-
peta. BuisiBaisinach peskast gedopmauust GpoHXHaIBHOTO JiepeBa ¢ o6paso-
BaHHeM GpoHxo- W 6poHxHon09KkTa30B (puc.l, 6). B napenxume Jerkux
o6Hapy>XeHO uepejiloBaHHe Y4acTKOB SM(pH3eMbl W aTeleKTasa c yyac-
TKaMH, rJie B [IPOCBETE aJIbBEOJ1 BLISIBJISJIOCh CKOMJIEHHE JIEHKOLUTOB C
TPHMEChIO SPUTPOLMTOB H (puGpHHa. MecTaMu alibBeoJIsipHbIe NepPeropojkH
GbTH paspyleHbl BOCMANMTEJbHBIM MH(pHALTPATOM ¢ 06pa3oBaHHeM
abcuecco. B Maskax—oTneyaTKax ¢ MOBEPXHOCTH OYaroB BOCMaNEHHs!
onpeJIesisIoch 3HAYMTEILHOE KONMYECTBO rPaMIoJIoXKHTE/IbHBIX MHKpoopra-
HHU3MOB, OGPLIBKM CenTHpoBaHHOro MHueHs rpuba (puc.l, a). Otmeyanocs
peskoe paciuMpeHHe H MOJHOKpoBHe cocyoB. Ha niieBpe BhISBASIHCE

HanoXeHust hubpHHa ¢ NPHMECHIO JIEHKOLMTOB, B MECTaX paspbiBOB —
BbIPa)KeHHbIe OYaroBble JIeHKOLHTapHble HH(HJIbTPATH fpuc.l, 8,2).
Ob6HapyxeH (H6po3 BHCLepalbHOH MJeBpbl. TKaHb MOAXKeJYN0YHOH
xeJie3bl aTpohHpoBaHa, cy6ToTaNbHO 3aMellieHa HHOPO3HOH H HHUPOBOI
TKaHbio. OCTPOBKOBBIH anmapat coOXpaHeH B BHJE OTAEJbHBIX MEJKHX
ouyaro. [To nepudepuu nx B (hHOPO3HOH TKAHH BHISABJISIHCH Pe3KO
paciupeHHbIe POTOKH, 3anosiHeHHble rycTbiM pesko IITWK-nonoxurenbHbimM
cekpeToM H KanbuuHatamu (puc.2, @,6). OnpesensiMch ovarosbie
Hekposbel. CTpoMa 04aroBo HH(HJAbLTPHPOBaHA JHM(POUHTAMH H
THCTHOLMTAMH. B TKaHH neueHH BbIsIBJICHO 3HAUHTEJIbHOE pa3pacTaHue
COeIMHHUTEJIbHOH TKaHH, AM(DY3HO M 0YaroBOo HH(QHILTPHPOBAHHOH
JuMbOLMTAMH, MIa3MaTHYECKHMH KJeTKaMH, Makpodaramu. B mecrax
JIECTPYKIHH JKeNUHBIX NPOTOKOB BLISIBJSJIHCH €/IHHHYHBIE CapKOMONO-
Jlo6Hble rpaHy/ieMbl H3 JHM(OLUHUTOB M SMHTEJHOHAHLIX KJETOK.
OTMeyanuch BbIpaXKeHHasi npoaudepauus ¥ pybueBaHHe XKeNYHBIX
NPOTOKOB, COMPOBOXKAAIOLIHECS CKJIePO30M NEPHNOPTaJIbHBIX MoJiel H
ruGesibio remaTouMTOB MNe mﬁepuu nonex, obpasoBaHHe CeNT H
noxubx ponek (puc.2, ). Ilocne Makpo- M MHKPOCKOMHYECKOro
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Puc.2. Mopgosornueckue H3MeHeHKs TIOJKeYIOUHONH XKeJledbl, MeYeHH i NHIIeBoja.

a — Kuctob YAOUHOM JKe/ie3bl CO CKOMACHHCM B HeM KaAbUAHHPOBAHHOTO ceKpeta, ckaepos ctpomu. Okpacka no Ban-Tnaomy. x100. 6 — kucrosno

¥ ¥ ¥ L

Auf

# TRanH. OKkp no Bau-Tusony. x100. 8 — Guanaphbiit WHPPO3 NEUEHH: JOKHAR R0ALKA

te cekperom. Paspactanue ¢

pacmp NPOTOKH YAOHHOM 3t p

OKpyXeHa COCAMHHTEALHON TKAHBIO, B NPOTOKAX ONpPeAeasoTCH AeAHBE TPDNGH. Oxpacxa FeMATOKCHAMHOM H

cos nuiesofa, OKPacKa reMaTOKCHAKHOM H 303xHOM. X250.

HcenenoBanna Obll CHOPMYJIHPOBAH CJEAYIOUIHH NaToJOroaHaTOMH-
YeCKHIt IarHos: .

OcHosHoe 3aboresanue. MyKoBHCUHL03, cMellaHHas (opma
(reTeposnroTHoe HOCHTEJILCTBO): MAcCHBHBI (PHOPO3 M KHCTOSHOE
paciliperue MpOTOKOB MOJKEY0HHOM eJle3bl CO CryleHHeM cexpera
H 06pa3oBaHHeM KOHKpeMEHTOB, GHIIHAaPHBIH LHPPO3 NeYeHH, yMepeHHoe
OCJIM3HEHHE COIePXKMMOTO TOHKONM M TOJICTOH KHUIKH, B3JyTHe JIeBOH
NOMOBHHBI TOJICTOH KHIUKK, XpOHHUeCKHH AU py3Hbiii GPOHXHT, AUG-
by3HbIi ceTuaThiit MHEBMOCKJIEPO3, aM(H3eMa JIETKHX, O4aroBble MpeHMy-
ECTBEHHO MOAIVIeBpaJIbHbE GPOHX0- U GPOHXHOJIOIKTa3bl B HHMKHHX
AONIAX 06OMX JIerKHX. :

Ocnosxcrenus. Kaxexcus. Tlopranshas runeprensus. Bapukostoe
aclIHpeHHe BeH HHXKHeH TpeTH nuuieBoja. ['Mnepnuasusi cese3eHKH
macca 350 r). Acuut (1500 ma). TTapenxumarosnas xentyxa (o6uuit
6uanpy6un 330,6 Mmoan/a, mpamoit 211 mmoab/ a1, cBoGoaustii 119
mmoutb / n). Tunonporentemus (o6uwit Genok 42 r/ a1). [nnoxonecteputemus

%100. 2 — Bap pacuup " F BEH MNOAC. TOro

(xomectepun 1,7 r/n). JBycToponHsis ouaroBasi aGcuesupyiouias
nHesMonHs. Anemus (remorno6un kposu 89 r/ ). Paspbis 6poHxHoN0-
sKTasa B 9-M cermeHTte npaeoro Jjerkoro. OTex JieBoro Jierkoro.
TpaBocTOpOHHHIT IHAPONHEBMOTOPAKC (200 mu1). PHOPHHOSHDIH MPaBo-
CTOpOHHH MuIeBpHT. ATesekras npasoro Jjerkoro. [Tponesxenn B o6nacTh
KpecTua.

Conymcmsyiowas namonozus. YMepeHHO BbIPaXKeHHbIH aTepo-
CKJIepn3 aopThl, BeHeuHbIX apTepuii cepaua. locTuHbapKTHbIH HHTPA-
MypasbHbIi KapAHOCK/IEPO3 MeXKe/1yI0uKoBOii neperopojiki. Baasnetine
YacTH TPYAMHBI B MepejiHe3ajHeM HanpasJeHHH.

Takum o06pa3oM, HHTepec OINHCAHHOIO HaGJIOAEHHS
3aKJII0UAeTCS B HEOBBIYHOM ISl JAaHHOM MaTOJIOTHH 6eCCHM-
[ITOMHOM Te4YeHHH 3a60JIeBaHHsI, KOTOPOE MOXET ObITh
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06yCJIOBJIEHO “MSITKHMH” MYTALHSIMH HJIH F€T€PO3HTOTHBIM
HocuTesabeTBoM reHa MB [1]. ¥V pannoro naumenra 6b1a
BhIsiBJIeHa jeJeuusi jgedbra F 508 B rereposurotTHom
COCTOSIHHM, YTO U OOYCJIOBMJIO OTHOCHTEJILHO TMO3JHIO0
MaHH(pecTtauuio MB, B KIHHHYECKOH KapTHHE KOTOPOro
npeo6Jiagaii CUMITOMBI TOPaXKEHHS MHIIEBAaPHUTEJbHOH
M IbIXaTeJbHOH cHcTeMbl. TsKecTh cocTosIHHS 60JBHOTO
M OTCYTCTBHE aHAMHECTHYECKHX JaHHBIX 3aTPYAHHJH
auarHoctuky MB, Koropasi, TeM He MeHee, Oblj1a TPHKH3-
HeHHoM 6s1aroiapst reHeTHYeCKHM MEeTO/IaM HCCJlIel0OBaHHSI.
JleTanbHbli HeXo GBI 06YCIIOB/IEH BbIPayKeHHBIMH M1aTOJIO-
rHYeCKUMH H3MEHEHHSIMH MeYeHH, KOTOpPbIe BhISBJISIOTCS,
o gaunbiM C.Ciofu et al., B 10% cayuaes cmemanHoi
dopmbr MB Bapocasix [10].
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PEIIMIMBHUPYIOIIMUN CIIOHTAHHBIM MIHEBMOTOPAKC KAK
[IPOSIBJIEHUE CUHIPOMA MAPD®AHA

Kagenpa kaninueckoii rematosiorui 1 uutencusion tepanuu PIINNO MMA um. U.M.Ceuenosa,
Goabnnia Ne 2 r.Bockpecenicka, 7-1 ropofckas KianHHueckasi 6oabHHUA r.MocKBbl

[Toutn 100 set ToMy Hasaz (ppaHLy3CKHH NeauaTtp
A.Map@an npejicTaBH/ ONMHCaHHe S-JIeTHEH JAEBOYKH C
HEOOBIYHO Y/UIMHEHHBIMH JHCTaJbLHBIMH OT/AeJaMH KO-
HeyHocTeH, 0603HA4YMB JlaHHBIH CHHJAPOM KaK JOJHXO-
creHomenuio (yasuHeHue KoHeuHocTel). B mocieayommx
MHOTOYMCJIEHHBIX OIHCAHHfAX KJIHHHYeCKasl KapTHHa
CHHApOMa Obla JOTOJNHEHAa H3MEHEHHSIMH CO CTOPOHBI
IJ1a3 B BU/Ie MHOIIHH C MOJBBIBHXOM XPYCTaJIHKa, 1aTOJIOrHeH
cepieuHO-coCyIMCTOM cHcTeMbl (pacciianBaioliasi aHeBpH3Ma
aopThl, BPOXKJAEHHBIE TOPOKH, MPOJIarc MHTPaJbHOro KJa-
naHa u ap.). [To coBpeMeHHbIM NpeACTABIEHHSIM, CHHAPOM
Mapdana siBasieTcsi pe3yJibTaTOM HacJeACTBEHHOTO Jie-
(peKTa B CTPYKType COEJHHHTEJbHOH TKaHH Ha YypoBHe
MOpaX{€HHSI CTPYKTYPHBIX WJH PEryJsTOPHbIX TFeHOB.
CrpykTypHble Ae)eKTbl COEMHHTENbHOH TKAaHH TPHBOAST
K yTpaTe el0 OJHOIl M3 BaXKHBIX (PYHKUHH — OIMOPHO-
MexaHuueckoi (Kapkachoil), obecrieunBaioleiicst B Hopme
MHOTMMH 3JieMeHTaMH. Tak, KapkacHble cBoHcTBa obec-
MeYHBAIOTCS KOJJIAreHOM, 3JIaCTHHOM, INIMKONPOTeHHAaMH,
(pHOPOHEKTHHOM; MPOYHOCTh — KOJIJIAT€HOM, TIHKOMpOTe-
HHAMH; JJaCTHYHOCTb — 3jacTHHOM. [IpoBenenHble 3a
nocJie/IHHE Tojibl HCCJIeJOBAHHSI NTOKa3aJH, YTO Y 60JIbHBIX

¢ cunapomom MapdaHa HapyleH HIIH OTCYTCTBYET CHHTeE3
B KyJbTYype (hubpobsacToB KOXKH OCHOBHOIO INTHKONPOTEHHA
MHKPO(PHOPHIIJI COEMHHUTENbHOH TKaHH, Ha3BaHHOrO
¢pubpuanunom [7]. Boiwieykasauubie geekTbl cOeHHHU-
TeJIbHOH TKaHH MPHBOASAT K Pa3sBHTHIO PA3JIHUHBIX KIH-
HUYECKHX MaHH(]ecTalluH cO CTOPOHbI MHOTHX OPraHOB H
cucTeM (OropHO-IBHraTeJIbHbIH arnapar, CepAeYHO-COCYAUCTast
cucTeMa, 6POHXOJIErOuHast TKaHb M JIp.), YTO H 0BYCJIOBIIH-
BaeT KJIHHHYECKYIO reTeporeHHoCTh cuHapoMa Mapdana.

Ha natosoruio sierkux npu cuHapome Mapdana 6bu10
BriepBeie obpauleHo BHUMaHue B 1926 ropy npu 06-
Hapy>XeHHH Yy GOJIbHOrO C BbIlIeyKa3aHHbIM CHHAPOMOM
aMH3eMbl PABOro JIETKOTro ¢ OJHOBPEMEHHbIM Hejl0pas-
BUTHeM JieBoro Jerkoro (uut. no [4]). [opaskeHnue serkux
NpH AaHHOM 3a6oJieBaHHH OTMeydaeTcsl NPHOJIH3HTEebHO
B 10% cayuaeB u nposiB/sieTcs IMIaBHBIM 06pa3oM BPOXKAEH-
HBIMH TIOPOKAaMM pa3BHTHS Jierkoro (HeopasBHTHE OAHOI
u3 josieit), AuddysHol HiaH Gye3Ho sM(pH3eMOoH, MoJH-
KHCTO30M, IBYCTOPOHHHMH GPOHX03KTa3aMH, CMIOHTAHHBIM
nuesMoropakcoM [1,2]. [ToparkeHue Jierkux mpu CHHAPOME
Mappana cBsisaHO ¢ reHeTHYeCKH 00YCJIOBJIEHHBIMH Jie-
(heKTaMH COe/IHHHUTEJILHOH TKaHH, B YACTHOCTH C HapyLIIEHHEM
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Puc.1. PentrenorpamMma KuetH GosbHoro ¢ cuuipomom Mapdana.

sjlacTH4YecKOol TKaHH Jerkoro. M3BectHo, uTo 3aknaaxa
3J1aCTHYECKOro KapKaca JIerKoro IMpOHCXOAHT Ha 4—>5-M
mecsitie aMOpuoreHesa, (opMupyeTcsl B JajibHeHILIeM
rocJie poXKAeHHsl M 3aKaHuuBaeTcs! B 10HocTH. [1pH curpome
Mappana ssacTHUeCKHE BOJIOKHA B aJIbBEOJISIPHBIX Mepe-
ropojikax MOsIBJSIIOTCS paHbllle, B CBSI3H C 4YeM JIEeTKHe
10-mecsiunoro pebeHka ¢ cuuapomom Mapdana coot-
BeTcTBYIOT 8-7etHemy Bospacty [2]. Opnum u3 maro-
reHeTHYECKHX MEXaHH3MOB SM()H3eMbl JIETKHUX TTPH CHHpOMe
Mapdana siBasietcsi pedopmanus rpyaHoH KJIeTKH, B
YaCTHOCTH H3MEHEHHSI CO CTOPOHbBI Xpsllled BepXHHX
pebep, YBeJHUYHMBAIOLIMX BEPXHIOI anepTypy TpyAHOH
kaetkH. Cpei pecriupaToOpHbIX NPOSBICHHH MPH CHHPOME
Mapana oTMeueHa BbICOKast YacTOTa HOYHOTO anHo? [3],
UTO MOXKET OODBSICHSTHCS, MO-BUANMOMY, MOAATIHBOCTLIO
TKaHeH IJIOTKH, CIOCOOCTBYIOLIEH OGCTPYKLUMH BepXHHX
ABIXaTeJbHBIX MyTeH, BBICOKHM HeGOM, peTporHatHen
(ykopouenue u HelOpasBHUTHE YEJIOCTH).

OnHMM K3 JIero4YHBIX NposiBIeHHH cuHapoma Mapgana,
TNpe/ICTABJISIOLHM HEMOCPEICTBEHHYIO YTPO3y H TpebyIoium
B CBSI3H C 3THM CBOEBPEeMEHHOH JIHarHOCTHKH H HeOTJIOXK-
HBIX JIeYeOHBIX MEpOINpPHSTHH, SBJSETCS CIOHTAHHbIH
nuesmMotopakc [4—6,8]. OcHOBHBIMH NPHYHHAMH CTIOHTAH-
HOro MHEeBMOTOpaKca Yy JAAHHOH KaTeropHH IauHeHTOoB
SIBJISIIOTCS] JIErOYHblE KHCThI H 3M(pHU3eMaTO3Hble GyJIIbI.
[Tocneguue moryT ObIThb GOJIBIIMX pa3MepoB H JIerko

BBISIBJISITBCS. [IPH PEHTIEHOJIOTHYECKOM HCCJIEOBAHMH HIIH
uMeTh GoJiee MeJIKHe pasMepbl H 06HAPYIKHBATHCS JIHILb
NPy KOMNbIOTepHOI ToMorpaduu. Cpesn APYrHX NpHUMH
CMOHTAHHOTO MHEBMOTOpaKca IpH cHHApoMe Mapdana
clle/lyeT yKasaTh Ha aHOMAJMM CTEHOK TepMHHAJbHBIX
GPOHXHOUI, UTO MOXKET TIPEAiPacoiaraTh K SKCIIHPATOPHOMY
GPOHXHOISIPHOMY KOJUIAICY, 3a/iepIKKe BO3ZYXa B TePMH-
HAJIbHBIX PECTIHPATOPHBIX OTAEJaX ¢ (hOPMHPOBAHHEM
sMpH3eMaTO3HbIX . 6yu1. YacToTa CHOHTAHHOTO MHEBMO-
TOpaKca y GoJIbHBIX ¢ CHHAPOMOM MapdaHa cocTaBisieT
okoi10 4% [6]. Onucansl cemeithble cayyan crioHTaHHOrO
NMHeBMOTOPAKCa Y OTLA M ABYX CHIHOBEH C CHHIPOMOM
Mapdana [9].

[puBouM HcTOpHIO GoJlesHH GOJLHONO C CHHAPOMOM
Mapdana, y KOTOPOro OfHHM M3 KIMHHUECKHX TIPOSIBJICHHIA
SIBUJICS] PELMJHBHPYIOLIHI CIIOHTAHHBI THEBMOTOPAKC.

Bosbroit C., 24 set, nmocTynusi B XHpypruueckoe oTeseHHe
GosnbHuubt Ne 2 r.Bockpecericka 14.12.93 r. ¢ xxano6amu Ha oKy B
1oKoe, ycHJIHBalouLyiocs npu (pusnueckoii Harpyske. ITo ganupim anam-
1e3a, 3a He/leJI0 J10 MOCTYMJICHHS B CTALMOHAP CTaJl OTMEYATh OLILIKY
NPH HarpysKe, patee He BbI3bIBABLUCH 3aTPyAHEHHS Jbixanus. B cesaan
€ HapacTaHHeM OJIbllIKH, OrpaHHYHBalOLIeH (DH3HUECKYIO aKTHBHOCTS,
GobHOM 06paTHICA B NONMKIHHHMKY, OTKYAA OblI HANpPABJeH B CTALHO-
Hap. Anamtes usuu Ge3 cylecTeeHHbIX ocobennocTeil. Poc u paspu-
Bajcsi HopmanbHo. C leTcTBa cTpajiaeT GAH30PYKOCTHIO BHICOKON
crenend. Kyput ¢ 16 ner. Cayxun B apmuu. Pabotaet soguteneM
rpysoBoro asToTpaicropra. PuanueckHe Harpysku Ao 3abosieBaHHs
nepexocu xopouo. HacnesieteentocTs He oTsirowena. [py noctynaenuu
cocTostiHe GOJILHOTO CpefiHel TSKeCTH, fosoxenne akTHeHoe. Poct
198 cm, Bec 85 xr. IManbubl pyk W HOr MMeIOT YAZNHHEHHYIO (opMy
(puc.1). Tpyanas knetka iepopMupoBana: HMeeTest KU(OCKONHO3 TPYHOTO
OT/le/1a N03BOHOYHHKA, BOPOHKOOOPa3Hoe BAABIeHHE B 06/aCTH rPyAHHbI
(“rpyan canoxuuka™). YUneao awixanuit 30 B muu. ITpasast nosopuHa
TPYAHOI KJIETKH HECKOJILKO OTCTaeT B akte fibixanust. [Tpn cpasnmTensiioil
NEepKYCCHH CrpaBa JIeroyHbiil 3ByK ¢ THMNAHUYECKHM OTTCHKOM, a NpH
aycKkyJabTallMH — peakoe ocsabnexue asixanusi. Touui cepaua
PHTMHUHBIC, CHCTOJIHYECKHI WYM 1o JieBoMy Kpaio rpyausl. HCC 96
B mu, A1 120/80 MM pr.cT. Ha npasoii pyke u 100/60 MM pr.cT. Ha

Puc.2. PentreHorpamma oprauos rpy/uoii kaetku Goastoro C.

aerxoe. C

lazosuiii ny3stps B npasom remutopaxce. Koana6uy p opranos

CpefocTeua Baeso.
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Puc.3. KomnbiotepHast Tomorpadus opraHoB rpysHoit kiaetku Goubtoro C.
OrpanHyeHHble CKOMJIEHHS BO3JlyXa, MpPeHMYIUIeCTBEHHO B 06JacTH
Bepxyuiek Jserkoro (ykasano cTpesikoii).

nepoi pyke. Ilyabc Ha JieBo#t JyueBoii aptepuu HMeeT Gosee ciaboe
Hanoaxenue. Co CTOPOHBI OPraHOB MHIUEBAPEHHSI W MOUYEOTACNCHHUS
11aTOJIOTHH NMPH OCMOTpe He obHapykeHo. AH. kposu: Hb 130 r/a, a1
6x10°/ 1, n. 6%, c. 70%, aumd. 20%, M. 4%, COD 20 mm/uac. An.
Moun: yaeabHbiit Bec 1020, Geslok oTcyTCTBYeT, B Ocafike yMepeHHoe
KOJIMYeCTBO CJIM3H. [IpH peHTreHOJIOrHueckoM HeC/IeIoBAaHHH TPYAHON
KJIETKH BBISIBJIEHO HaJIHuHe CBOGOJIHOrO BO3jlyXa B NPABON NJeBpalibHOH
M0JIOCTH, KoJ1aGHPOBaHHE JIETKOTO ¢ YMEPEHHO BhIPaXKEHHBIM CMelle-
HHeM opraHos cpejlocTenust (pre.2). C uenbio 3BaKyalH Bosyxa Gbia
JPeHHpOBaHa MJeBpajibHasi MOJIOCTh C MOJOMHTENbHBIM 3(P(peKToM B
BHJIE MOJIHOTO pacnpabjieHHs npasoro Jjerkoro. BosbHo# Gbll BEINHCAH
B YNIOBJIETBOPHTEJIbHOM COCTOSIHHH, OJIHAKO 4epe3 HeMle:l0 B CBSi3H C
NOSIBHBILEHCS O/IBILUIKON BHOBb NocTynaeT B cTausoHap. [1pu pentrexo-
JIOTHYECKOM HCCJICIOBAHHH TPYAHOH KJIETKH BHISIBJEHO HajlH4He
cBOGOJIHOrO BO3/lyXa B JIEBOM IJIEBPAJIbHOM MOJIOCTH C YMeHbLICHHEM
obbvema Jiesoro Jserxoro. [locsie apeHHpoBaHHs JIeBOH MIIeBpajbHOM
T0JIOCTH H 3BaKyallHH BO3/lyXa OTMEYEHO MOJIHOe pacnpaBJieHHe JIerKoro.
Jns panbHeiwero oGenefioBaHHst GosibHOM Gbll NepeBefieH B 7-10
GosibHHLLY . MOCKBBI. :
ITpu nocrynnennu B 7 KIB cocrosiine GosibHOrO YAOB/IETBOPH-
TesbHoe. [To laHHBIM OCMOTpPa BHISIBICHBI Te K€ H3MEHeHHS, YTO OblIH
npeJicTaB/ieHbl Bhllle. PeHTreHONOrHYeCKH BLISIBJIEHO MOBBILLIEHHE MpO3pay-
HOCTH OGOMX JIerouHbIX moJiel, BhiOyXaHue 3-ii AyrH cepaua, 4TO
KOCBEHHO YKasblBaJo Ha YBeJIHYEHHE JIEBOTO MpejcepAHs. DXoKapauo-
rpadusi ot 2.02.92.: pasamepsb! nosocTelt cep/ilia B HOpMe, 3HaYHTEJIbHOE
yAnuHeHue W pacuupenve aoptsl (4,10 cM), nposabuposatue cTBOPOK
MuTpasbHoro (7 Mm) u 'zgm(ycnuua.nbuoro KJIaNaHoB ¢ HaJHuHeM
peryprutauuu [ crenenn. PBJI: nbixatennhas HegoctaTouHocTh I CT.
no cmewanHomy tHny. ¥Y3M opranos GpiOWHOM TMOJOCTH: pasMepbl
NneyeHH He YBeJIHYeHBl, XKeYHbIH NYy3bIpb BLITAHYTOH (OpMbI, HepponTos
cnpaBa 10 3 cM. OcMOTP OKYJIHCTA: BBICOKAs CTeMeHb MHOMMH, MOJABBIBUX
xpycranuka. O6HH aHan3 KPOBH U MOUH 6e3 OTKJIOHEHHH OT HOPMBbI.
C yuyetom acuMMeTpHH nysbca W AJl Gblia mpoBefieHa Y/IbTpasByKoBast
nonnaeporpacdus ¢ OLEHKOH KPOBOTOKA B cocyaax 6paxHouedalbHOro
crBosia. BeisiBieHa yMepeHHast acCHMMeTPHSI KpOBEHAMOJIHEHHST MOAKIIO-
YHUHBIX apTepuii 6e3 BbpaKeHHLIX HapyLIeHHH KPOBOTOKa, YTO GblIO
pacueHeHo Kak pe3yJbTaT H3MeHeHMH ckeseTa. C Ue/bI0 HCKIIOUEeHHS
HaJIMYUA KPYNMHLIX CyGrneBpasibHbIX 9M(H3eMaTo3HbIX Gy, KOTOpbIE
MOrIH Gbl GbIThb HCTOYHHKOM peLMIMBHPYIOLLEro CHOHTAHHOTO MHeB-
MoTOpakca GosibHOMY MpoBejieHa KOMMbIOTepHasi TOMOrpacgusi Jierkux.
PeaynbTaThl KommnbioTepHon ToMorpadpuu serkux (ot 10.02.94 r.): B
BEPXHHX OTAesax fUIeBPaJbHLIX MoJiocTeil ¢ 0GEHX CTOPOH BHAHbLI
OrpaHHyeHHble craikaMH CKOMJIeHHS Bo3fyXa pasmepamu oT 3x5x10 Mm
N0 5x5x20 MM, npeMMyLIECTBEHHO B 06/1aCTH BepXylleK JIerKHX H 1o

B

MEJIHA/IbHOH MTOBEPXHOCTH € 06eHX CTOPOH, NMPOTSHKEHHOCTBIO 10 GH(yp-
Kaunu aoptel. Kpome Toro, BOKpyr nepukapia onpepensioTcst yakie
TOJIOCKH BO3/lyXa WHPHHOH 0 1—2 cm. Jlerounbie nosist B BepXHUX H
CPeJIHHX OT/eJIaX MOBBILIEHHOH MPO3PAYHOCTH, JIEFOYHbIH PHCYHOK
YMEpeHHO paspexkeH, B GasanbHbIX OTlesax — o6oraiweH. [pynnas
Kietka fepopMHpoBaka, JieBasi ee YacTh YBeJIHYEHa B MepeHe3ajiHeM
pasmepe ro-cpaBHEHHUIO ¢ npaBoi. [T03BOHOYHHK MCKPHBJIEH BNpPaBo ¢
MaKCHMaJbHbIM M3ru6oM Ha yposHe Dg. (puc.3). akmouenne: orpa-
HHYEHHBII THEBMOTOPAKC ¢ 06eHX cTOPoH. MHOXeCTBEHHbIE TIeBpalb-
Hble craiku. YMepenHas sMpusema serkux. [IpaBocTopoHHHIT CKOJTHOS.

C yuetoM npoesieHHOro oGcsieoBaHusl 60JLHOMY GBI BLICTaBJICH
CJICLYIOIMH KIAMHHYeCKHI iHarHo3: cunpom Mapgana ¢ nopaxenuem
ckesieta (oa1MXOCTEHOMEHS, KHOCKOIHO3), OpraHOB 3peHHs (MuonHs
BbICOKOH CTeNeHH, MOJIBLIBHX XPYCTajIHKa), CepAeHO-COCYIMCTON CHCTEMBL
(pacwmpenne u yIHHEHHE a0PTI, NPOJIATIC MHTPANBHOTO H TPHKYCIH-
Aanwhoro Knanaos), Jjerkux (mudipysHas smpusema, peuuauBHpy-
I0IUHH CMIOHTaHHbIH MHEBMOTOPAKC, MHOYKECTBEHHbIE IVIeBPaJIbHBIC CIANKH),
NpaBOCTOPOHHHIT HehponTo3.

B npuBeieHHOM HaGJIOCHHH PeLUAUBHPYIOLIHI CITOH-
TaHHbIH THEBMOTOPAKC SBHJICS OJHUM H3 ITePBbIX OCHOBHbBIX
KJIMHHYECKHX TNposiBJIeHHH cHHapoma Mapdana, nuar-
HOCTHPOBAHHOTI'O BriepBble B CBSI3H C oOpalieHHeM 60JbHOro
10 MOBOJY JIerouHoH cumnroMaTHku. O6paranio Ha cebs
BHUMaHHEe OTCYTCTBHE BHE3aIllHOCTH MOSIBJIEHUA CHMNTO-
MAaTHKH, XapaKTepHOH Jyist GOJIbLLIMHCTBA CJIyyaeB CIIOHTaH-
HOTO ITHEBMOTOpPAKCa H MOCTeNeHHOe pa3BUTHE ABIXAaTeJbHOH
HelocTaToYHOCTH. CrIOHTaHHbIH THEBMOTOPAKC IIPH CHHAPOME
Mapdana mMoxeT nporekartb 110 KpailHell Mepe B BHie
JBYX KpaHHHX BapHaHTOB. [lepBbiil BApHAHT KJIHHHYECKH
XapaKkTepusyeTcsi OCTPHIM HayajioM, Hepeako 6GoJieBbIM
CHH/IPOMOM, GBICTPBIM Pa3BHUTHEM /ABIXaTeJbHOH HEJ0CTa-
TOYHOCTH, HapyLIeHHSMH TeMOJHWHAMHKH, NPH3HAKAMH
neperpysKH npasbiX oTesoB cepaua Ha IKI. dror Bapu-
aHT CBSI3aH 0OBIYHO C Pa3phiBOM GOJIBIIHX Cy6I/IEBPAbHO
pacroJIoXKeHHbIX 3M(pH3eMaTO3HLIX 6YJI U MOCTYIIeHHeM
GOJIBLIOro KoJIHYeCTBa CBOGOJHOTO BO3/IyXa B IJIEBPAJIbHYIO
niosiocTh. [Ip BTopoM BapHaHTe MPOHUKHOBEHHE BO3/yXa
B IJIEBPaJIbHYIO MOJIOCTb TPOHCXOJUT MPH pa3phiBe OHOM
HJIH HEeCKOJIbKHX MeJKHX sM(pH3eMaTosHBIX OyJul, 4TO
COIPOBOXK/JAeTCs OTHOCHTENBHO CKYAHOH KJIHHHYECKOH
CHMIITOMaTHKOH H HEpe/IKO BbISIBJISIETCS JIHLUb MIPH PeHTre-
HOJIOTHYeCKOM HcclefloBaHHH. Mexly STHMH BapHaHTaMH
vMeeTcs LeJIblH PSJl MepeXoiHbIX (GopM ¢ pasHoobpas-
HBIMH KJIHHHYECKHMH TPOSIBIEHHSIMH, HX BbIPaXKE€HHOCTHIO,
TeyeHHeM. Bblpa)KeHHOCTb KJIHHHYECKHX MpOSIBJIEHHH
MIPH 3TOM OIpejie/isieTcsl TJIaBHBIM 0O6pPasoM CKOPOCTHIO
NPOHMKHOBEHHSI BO3JlyXa B IIeBPaJIbHYIO MOJIOCTh H
ob6beMom o6pa3oBaBlIerocst B Heil BO3AYLIHOTO Iy3bIpsi.
[TocneHuit MoOXKeT OGHAPYKHUBATHCS PEHTIEHOJIOTHYECKH
Ha TNPOTSXKEHHH HECKOJbKHX MecsilieB, YTO 3aBHCHT OT
MHOTHX (paKTOpoB (KOJIMYECTBO BO3AYXa, COCTOSIHHE MJIeBpbI
U 1p.). B npuBejeHHOM Ha6/I0feHHH OTpaHHYEHHBIE
CKOIVIEHHS] BO3JlyXa B INIeBPaJIbHOH MNOJIOCTH OblIN
BbISIB/IEHBl CITyCTSl JIBa Mecslia MocJjieé PasBHUTHSI CIIOH-
TaHHOro NHeBMoTopakca. Hesb3ss, ogHako, MOJHOCTBHIO
HCKJTIOYHTD, YTO HeGOJIbIIIOe KOTHYeCTBO CBOGOHOrO BO3/yXa
B TUIEBPAJIbHOH TOJIOCTH MOXET CBHJETEJbCTBOBATb O
NepMaHeHTHO TMPOHCXOAAILMX HaZpbIBaX MeJKHX OyJur ¢
rioc/iefyioeit 6bIcTpoi pesopOLHel BO3lyXa H OTCYTCTBHEM
B CBSI3H C 3THM KJIHHHYECKOH CHMITOMATHKH.

JlnarHocTHKa onpejieleHHOro BapHaHTa CIOHTAHHOTO
MHeBMOTOpaKca npH cHHapome MapdaHa HMeeT BaxKHOe
NPaKTHYECKOe 3HaYeHHe KakK Jiisi CBOEBPEMEHHOrO JIeYeHHUs]
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(npeHHpOBaHHE MJIEBPAbHOM TOJIOCTH), TaK M B LIEJSIX
npeynpexAeHHST PELHAHBOB MPH HAJIMYHH GOMIBIIKX SMH-
3eMaTo3HbIX 6ysn (Topakockomuueckasi aseKTpoKoary-
[Ipy OTCYTCTBHH THMHYHBIX KJIHHHYECKHX
NposiBJIEHHH HEOOXOAMM TLIATENbHBIH KIMHHYECKHIH
aHaJIi3 ¥ NPaBHJIbHASA KIHHHYEeCKas! OLleHKa TaKHX CHMIITO-
MOB, KaK INosiBUBLUAsicsl 6e3 BHAMMBIX NMPHYHH. OJBILIKA,
HeMOTHBHPOBaHHAsI TAXUKaP/IHsl, HETNPOAYKTHBHbIH KallleJlb
y MalMeHTOB, MOJO3PHTENbHBIX Ha HaJHYHe CHHApPOMa
Mapgana. IlosiBienne MoJo6HBIX MpPHSHAKOB TpebyeT
Gosiee 4aCTOrO H CBOEBPEMEHHOI0 PEHTTeHOJOTHYeCKOro
{cCJIeIOBaHHS, B TOM YHCJIE H KOMIBIOTEPHOH TOMOrpadHH.
C Apyrod CTOPOHBI, HaJlHuHe TNPU3HAKOB 3M(pH3eMbl H
BO3HHMKHOBEHHE CITOHTAHHOrO MHEBMOTOpaKca y JIHIL
MOJIOJIOTO BO3pacTa acTEHHYECKOro TeJIOCJIOXKeHHs1 6e3
yKazaHHH Ha XpoHHYeCKHe 06CTPYKTHBHbIE 3a60JeBaHHs
JIeTKHX TpebyeT BKJIOYEHHS] B Kpyr AHArHOCTHYECKOro
moucka cuHapoma Mapdana. PekomeHpauuu 60bHBIM C
cuapoMoM MapdaHa, OCJIOKHHBUIHMCS CITOHTAHHBIM
IHeBMOTOPAKCOM, JOJ/DKHBI CBOJHTBCS K OrpaHHYEHHIO
ype3MepHBIX (PUSHUECKHX HArpysok, KyNHpOBaHHIO Herpo-
JYKTHBHOTO Kalwisi, 6POHXOJEroYHbIX HH(pEKLHH, palHo-
HaJIBHOMY TPY/OYCTPOHCTBY.
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HO0OuneiiHbie gaTthl

FOPUH MUXAWJIOBUY JIOITYXUH
(x 70-neTHIO CO XHS POXKIEHHUS)

=0k

B 1994 ropy ucnonusiercs 70 JsieT co AHS POXKIAEHHS
[Opust MuxainoBuua JIonmyXHHa — H3BECTHOTO PYCCKOTO
y4YeHOrO-MeJliKa M Iejjarora, KpyIMHOTO OpraHH3aTopa
BBICIIEr0 MeJHUIHMHCKOro o6pa3oBaHHsl, OOIIECTBEHHOTO
nesiteisi, akagemuka PAMH, 3acayxeHHoro pestens
Haykn PCPCP, Jlaypeara TocymapcTBeHHBIX NpeMHH
CCCP u PCOCP. ?,

I0.M. Jlonyxun pomuncs 28 oktsbps 1924 r. B cene
Boabiuoe Baagumupckoe CemunanaTHHCKOH ob6JacTH B
ceMbe pyccKHX yuuredsei, B 1946 r. okonuna 2-it Mockos-
ckuil MepuuuHckui uHeTHTYyT MM. H.U. Tluporosa, B
1949 r. — acnmpanTypy no Kade/pe orepaTHBHOH XHPYPIHH.
C 1950 r. paboTan acCHCTEHTOM, JIOLEHTOM H Ipodeccopom
KaeIpbl OMepaTHBHOH XHPYPrHH, a 3aTeM PeKTopoM 2
MOJITMH. B nactosiee Bpemsi gupektop HUH dusuko-
XUMHYECKOH MEIHLHHBI.

OcHoBHo# Bkaaa IO.M. JlonyxuHa B HayKy cBsi3aH
C TAKHMM Ba)KHEHIUMMH HAlpaBJeHHSMH MeJHLHHCKOM
HayKHM H MPaKTHYECKOro 3/[paBOOXpaHeHHs, KaK TPaHCI-
JIAHTOJIOTHS, TeMocopbLust H aTepockiepo3. 3a paspabo-
TKy ¥ BHeJpeHHe B NMPAKTHKYy MeTO/la TPaHCIVIAHTALHH
noyek [O.M. Jlonyxun BmecTe ¢ rpynmoii yyeHsx B 1971 r.
ynocroen FocynaperBentoit npemun CCCP.




I0.M. JlonyxuHy NpHHAJIEIKUT NIPHOPHTET B paspaboTke
H BHE/IPEHHH B MPAKTHKY HOBOro a)eKTHBHOro MeTo/a
JleToKcHKalun — remocop6uun (CocynapeTBeHHast mpemust
CCCP, 1979 1.).

3a KpyInHBIH BKJIAJ B TeOPeTHYECKHE H NpaKTHYeCKHe
paspaboTku npobaemsl atepockaeposa [0.M. Jlonyxuu
ynoctoeH I'ocymaperBennoi npemuu Pocenu B 1989 r.

IO.M. Jlonyxunbim orny6inkoBaHo okosio 500 HayuHbIX
pa6ot. PynaaMeHTanbHble MOHOrpapuu “I'emocop6ums’”
(1978, 1985), “Xonecrepunos” (1983 r.), “Axcrnepumen-
tanpHast xupyprus” (1971), “Ddepentrsie MeToAb B
meauuune” (1989), “Koxka u atepockiepos” (1992) ony6un-
KoBaHbl oiHoBpemeHHO B Poccuu, CIIA, Aurauu, fInoxun.

Kak yuennii, opranusarop u nejaror IO.M. JloryxuH
BHeC 60JIbLLIOH BKJIa/ B MOATOTOBKY MEJHLUHHCKHX KaJIpOB,
KoTopble paboTaioT cerojiist Bo MHorux crpanax CHI u
nanbrero sapy6exbs. [Toutu 20 set (¢ 1965 no 1984 rr.)
OH GblI peKTOpoM 2-ro MOCKOBCKOrO MEHILIMHCKOrO HHCTHTYTA
M CO3/iaJl KPYMHYIO LIKOJY BbIAAIOLIMXCS Y4eHbIX-MeJHKOB
(B.C. Casesnes, H.A. Jlonatkun, A.I'. Uyyanuu u ap.).
[Tox ero opraHM3aUHOHHBIM PYKOBOJCTBOM MOCTPOEHDI
HOBbIH COBPEMEHHbIH KOMIJIEKC YYeOHBIX H HayuHbIX
3pannii B TpomapeBo, ofiiexxutHe Ha 4 Thic. MecrT,
CIIOPTHBHO-03/I0POBHTEJIbHBIH Jlarepb Ha Boure.

IO.M. JlonyxuH Hanucasa psig Y4eO6HHKOB H yyeOHBIX
noco6uit: “Xupyprus” (1978); “Arnac rpyanoit xupypruu”
(1971); “OnepatiBHasi XUpyprusi ¢ TomnorpapuuecKo
aHatomHeil aetckoro Bospacta” (1977, 1989); “Ilpak-
THKYM 110 onepaThBHO# xupypruu” (1967) u mp., noaro-
ToBUMI 9 nokTOpOB M 51 KanaugaTa Hayk.

I0.M. JlonyxuHy NpHHAJIEXKHT 0cOOast poJib B Pa3BUTHH
HMMYHOJIOTHH B Haluei ctpate. B 1971 r. on opranusyer
BO 2-M MOCKOBCKOM MEJHLHHCKOM HHCTHTYTe IepBbIH
Kypc HMMMYHOJIOTHH, npeobpasoBauubiii B 1974 r. B
caMoCTOSITeNbHYIO Kadeapy, KOTOPYIO BO3TJaBHJI
akageMuk P.B.ITerpos. Ilporpammel npenogaBaHust HMMY-
HOJIOTHH BO 2-M MOCKOBCKOM MEIHLIMHCKOM HHCTHTYTE,
yue6uuk P.B.ITetpoBa, psij 06111ecoi03HbIX KOH(pepeHUHH
B XapbkoBe, TaukeHTe W APYrHX ropojax mno npobJeme
HUMMYHOJIOTHH CBI'Pajii 3aMETHYIO poJib B CO3JIJaHHH H
CTAHOBJIGHHH AaHAJIOTHYHBIX KadeAp B MeJHLHHCKHX
MHCTHTYTaX pa3HbIX TOPOJOB, MPHBJEKIH BHHMaHHe
OTeYEeCTBEHHbIX YYEHBIX K MpobjieMaM MMMYHOJIOTHH.

I0.M. Jlonyxus BriepBble B CTpaHe HayaJl HCCJIE0BAHHUS
MepBHYHBIX UMMYHOIEPHUNTOB. OpHrHHANBLHBIM CTaNl HOBBIH

MOAXO/ K JIEYEHHIO aTaKCHH—TeJICAHTHIKTA3HH IlyTey
aJINIOTPaHCIVIAHTALMH HEOHATAJIBHOTO KOMIJIEKCa THMyC—
rpyauHa. BriocsieicTBHH yCrelHbIH KJIMHHYECKHH OMBIT
TPaHCIJIAaHTALHH THMYCa MOCJIY>KHJI OCHOBO# pa3paboTky :

AKTHBHOTO (g)amopa BHJIOYKOBOH KeJie3bl — T-aKTHBHHAE

(BS1.Apuon), KOTOpBIH MOJIYYHJ IIMPOKOE KJIMHHYECKOe
npumeHenue. [lepsas KiaccupuKkauus nepBHYHBIX HMMY-
HOJe(PHIIHTOB Ha OCHOBE HMMYHOT@HETHUYECKOTO aHa/lK3a
npemyoxerHa P.B.ITerposeiv u [0.M.JlonyXuHbiM.

B teuenne 10 get (c 1984 r. no Hacrosiee BpeMms)
IO.M. Jlonyxuu Bosraasaser HUH ¢pusnko-xumuueckoj
MeauLHbl MunsapaBmeanpoma Pocenn. Ioy pykoBoaeTBom
[0.M.JlonyxuHa y4eHble H COTPYAHHKH HHCTHTYTa aKTHBHO
paspabaThiBalOT NMpobJieMbl aTepocK/epo3a, HMMYHOfe-
(PHMLIMTOB H JIeTOKCHKALMH. BHeIpeHbl B PaKTHKY CO3/IaHHbIe
B MHCTHTYTe HMMYHOKODPHTHpPYIOLIHE Mpenapars
(TaKTHBHH), METO/IBI SKCTIECC-AMarHOCTHKH aTePOCKJIeposa
(ananusatopsl aunonpoTensoB anmapatbl “3oHa—1,4”
TecT 3 KareJib), HOBBIE CMOCO6Bl feToKcHKauuu (amma-
paThl 3JeKTpoXHMHUecKkoro oxkuciaeHHs DJO0—I1 4),
HOBBIE T€MO- H SHTepPOoCcOpOeHTbl. 3HAUUTEbHOE BHHUMaHHe
yaeJsieTcsi paspaboTke npobJseM maroreHesa aTepockie-
po3a (poJib OKHCJIEHHBIX JIHTIONPOTEH/OB H Ap.), JeUeHHs
aTepocKJiepo3a, HMMYHOAe(HUHTOB U TicopHasa (mpuMeHeHHe
MeToJ0B 3 pepeHTHON MeHLIHHBI, SMOPHOHANBHLIX 6eJ-
KOB, HMMYHOMOJYJISITOPOB), MOP()OAEHCHTOMETPHH, HEHHBa-
3HBHBIM MeTOJaM GHOXHMHMYECKOH JHAarHOCTHKH.

[0.M.Jlonyxun siBasieTcst WieHoM GI0po Y4€HOro cosera
Munspapasmeanpoma ‘PP, npesunentom Poccuiickoi
acCOlMAIMH CMEeLHANHCTOB 10 (PH3HKO-XUMHYECKHM H
o pepeHTHBIM MeTOAaM JIeUeHHMSs], NPe3H/IeHTOM CEeKLHH
atepockneposa Poccuiickoro obuiectBa KapAHOJOTOB.
Mtuoro set 10.M.JlonyXHH MJIOAOTBOPHO Yy4YacTBYET B
MPOCBETHTEJLCKOH H MHPOTBOPYECKOH JesTesIbHOCTH,
OyayuH npejcejaTesieM Hay4YHO-MeTOJHUECKOTrO CoBeTa H
uyneHom [Ipesuauyma obuiectBa “3nanue” PoccHiicKoi
®epepaunn, akrusucrom CCOJla, B HacTosilee Bpems
— 3aMeCTHTeJIeM NpeJcesiaTelisi KOHCYJIbTaTHBHOTO COBETa
MexayHapoaHo# accounanuy PoHaoB MHpa.

Pedkoanreeusn scyprara “Ilysromononozusn”, opysea,
Koanreeu, yuenuku u compyonuxu IOpus Muxaiirosuua
Jlonyxuna, noadpasastom e2o co crasHbim robunreem u
acesrarom 0o6poeo 300po6ss u OarvHelwux meopuec-
KUX ycnexos.
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CamooueHka npodpeccruoHasribHOU NOAroTOBKU

: Bpaya—ny/bMOHOJIOra

_
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Kadenpa kaunuieckont reMaToJIOTHH ¥ HHTEHCHBHOMN Tepaniui; kadeapa KIHHHYCCKOR HMMYHOJIOTHH
M ajseprosioruy (hakyJbTeTa NnocjieBy3oBcKoro npodeccHoHanbHoro o6pasosaitus MMA um.
HN.M.Ceuenosa

T[Tponomkaem MyGIMKALMIO CHTYALMOHHBIX 3a/1aY, TIPCAHA3HAYCHHBIX TSI YCOBCPLLUCHCTBOBAHMS HABLIKOB
1 YMEHHIT JUTSl TOBBILLIECHHST CIIELIMAIBLHOM 1 OBLICKIMHUYCCKOI MOArOTOBKH Bpaya—Tiy/ibMoHosora. Iybankaiwst
faHHOI pyOpuKy HauaTa B XKypHate “TTynmsmononorus”™ Ne 2 1994 r.

CUTYALIUOHHBIE 3AJIAYU

Ne 9

B sieueHHH GOJILHOTO JBYCTOPOHHEH CTAa(HIOKOKKOBOH
[IHEBMOHMEH C MHOXKeCTBEHHBIMH o’araMu JeCTPYKLHH,
Hapsigy C aJleKBaTHOM aHTH6aKT§pHaanoﬁ Teparnuen,
BaJKHOE MaTOreHeTHYecKoe 3HaueHHe HMEIOT BCe MeTO/Ibl,
Kpome:

A. TpancpyaHii cBeKe3aMOpOIKeHHOMH 1a3Mbl

B.l"lapchcpa.nmmro BBEICHHST MNIIOKOKOPTHKOHI0B

B. BHyTpHBEHHOrO BJHBAHHS MpenapaTos HMMYHOMIOGYJIHHOB

. Uudysuit renapuna

J.Tlnasmadepesa

Ne 10

C ebI0 YMeHbLICIHHS JIETOUHOIT THIepTeH3HH y G0JIBHOTO,
JUINTEJNbHO CTpajaioulero HH(EKIHOHHO-3aBHCHMOH
6pOHXHaJIbHOH aCTMOI1, MOTYT HCIO/Ib30BATBCS BCE Tperna-
paTbl, Kpome:

A.Hsocopbuna nuuuTpata
B. Hudeaunuua
B.TIponpanosnona
I. Kantonpuna

. dyunnmna

Ne 11

Hau6osiee yacTeiM Bo36yAHTEE€M FOCIHTANbHOH ITHEB-
MOHHH Yy MOXKHJIBIX OOJILHBIX SIBJSIETCS:

A.Kne6euenna

B. Xnamuaus

B. Mukonnasma

[ IHeeMoKOKK

J. Bupyc npoctoro repneca

Ne 12

Y 52-netHero G60JIBHOrO XPOHHYECKHM THOHHO-06CTPYK-
THBHBIM GpPOHXHTOM B (pasze oGocTpeHIis, ¢ sMH3eMOoH
JNIeTKHX, XPOHHYECKOH JbIXaTeJIbHOH HEJI0CTaTOYHOCTBIO

rocJyie COOTBETCTBYIOLLETO o6cIeIoBaHUSA Bpay HasHa4daeT
JieyeHHe
A. AHTHGHOTHKH UedasloCNOPHHOBOTO psita B/ M
B. Unransiuuu Tpuncuua
B.[Ipenapat nonMHKpoGHO#H BakuMHbl — BponxoMmyHan BHYTpb
. AueTHALHCTEHH BHYTPb
J1. Muransuuu KoHTpHKasa

Hasnauenne kakoro H3 rnpenapaTtoep HeXxeJjaTeJIbHC
BBHJlY BO3MOXXHOCTH MpPOrpecCHpOBaHHS 3Mq3H3eMbI H
}IleﬂTeJIbHOI:I HEIIOCTaTOllHOCTH?

Ne 13

B kako¥t U3 cuTyauuii HaboJiee BeposiTHa STHOJIOTHYEC-
Kasi poJib aHadpOOHOH HHPEKUHH B PASBUTHH MMHEBMOHHH.

A.OcTpoe HapyleHHe MO3roBoro KposooGpauieHHst co
CTBOJIOBEIMM PaccTPOHCTBAMH )

B. MeiKkaMeHTO3HbIH arpaHyJIoUHTO3 Nocjie npyeMa aMHon1pHHa
B. BUY-undexuus ¢ passutiem CITHda

T. Xponuueckuit nuesoHeput y 60NLHOrO ¢ NHUMCTOCTOMON
Ha (oHe caxapHoro avabera

J1. XpoHHUECKHIT THOWHO-06CTPYKTHBHEIH GPOHXHT y GoJibHOTO
MYKOBHCUHI030M

Ne 14

Y 42-neTHero 60JbHOrO BHE3aNHO MOSIBHJIAHCH 60JIH B
PYAHON KJeTKe NPH JBIXaHHH, BJIAXKHBIH KalleJib, JHXO0-
panka o 390C, 03H06. PeHTreHOJIOrHYeCKH BbISIBJIEHA
[HeBMOHHYecKash HHUIBTPALHs HIXHEH JIOJH MPaBoro
Jierkoro. [Tpu ‘MHKPOCKOMHH OKpalleHHBIX 1o ['pamy mas-
KOB MOKPOTBI BbISIBJIEHO NpeobJiajlaHke KJIeTOK IJIOCKOro
MHOTOCJIOMHOTO SMHTEJHS H HE3HAUUTeJIbHOE KOJIHYECTBO
rpaMIIoJIOKUTENbHBIX KOKKOB M I'pPaMOTPHLATEJbHBIX
nanouek. Kakoe pelienne siByisieTcst ONTHMAJIBHBIM.

A.HaznauuTb neHHUHIIHH

b. Hasnauuth spuTpoMHLMH

B. Haznauuth aHTHGHOTHK B COOTBETCTBHH C JIAHHBIMH MHKpO-
CKOMHH HOBOW NMOPUHH MOKPOTDI

I'. Boajiep»kaThest OT JIEUEHHS JI0 NOJTYUECHHS pe3y/bTaTOB nocesa
MOKPOTBI Ha MHKPO(JIOPY € Onpejie/ieHHeM ee HyBCTBHTEe/ILHOCTH
K aHTHOHOTHKaM

Zagne



JI. Hasnauuts KOMGHHAUMIO AHTHOHOTHKOB, NMEPEeKPHLIBAIOLLIX
rPaMIoJIOMHTEJNIbHYIO H TPaMOTpHUATebHYIO (JIopy

Ne 15

57-neTHHH GOJILHOM, KYPHJBIIMK, 06paTHIICS C KaJlo-
6aMH Ha Kallesb, KpPOBOXapKaHbe, OCHINIOCTH TroJoca.
O6beKTHBHO: YTOJILEHHEe KOHUEeBBIX (pajaHr B BHAE

B. Atesnekras BepxHei 104u
I. YTonuenne KoOHUEBBIX (haslaHT Majiblies
JL. YBesnueHHe WeHHBIX AUMDOY3I0B

Ne 16
Hau6osiee HajieXKHBIM M3 HMXKeNepeyHCJIEHHBIX MpPH3-

“GapabaHHbIX najioyek”’, yBeJMYeHHe 1eHHBIX JuMpoysioB ~ HAKOB YBeJIHYEHHS (runeprpodun) mpasoro xeuynouka
cripaBa. PeHTreHOJIOTHYECKH aTeJsleKTa3 BepXHeH noau Y 6OJILHBIX XPOHHYECKHM OGCTPYKTHBHBIM GPOHXHTOM
npaBoro Jjierkoro. ITpx 6poHXOCKOIMHH BhIsSIBIEHa ONyXob ~ 9M(H3EMOH JIErKoro SiBJSETCS:

(rucTONOrHYECKH — OBCSIHOKJIETOYHBIH pakK JIerkoro).
Kakoii u3 umelolmxcsi MpH3HaKOB MOXXHO PACLIEHHThb KakK
napaHeorJJaCTHYeCKHiT?

A. KpoBoxapxkanbe

B. Muchonus

A.YBenuyeHHe NpaBoH rpaHHLbI cepAla MPH MePKYCCHH
B.Tlyascauus B anuractpanbHoi obaactu
B.Tlysnbcauns B TpeTheM MexpeGepbe cieBa

. HabGyxaHue 1eHHbIX BeH Ha BbijoXe

J.TayGoxuit ay6ew S o II u Il cTanpapTHbIX oTBefeHHsX

OTBETBI K CUTYAIIMOHHBIM 3AJTIAYAM

Ne 9

B. [IpuMeHeHHe TVIIOKOKOPTHKOHIOB Y GOJIbHBIX C HarHo-
HTEJIbHBIMH 3a60JIeBaHHSIMH JIETKMX, B YacCTHOCTH,
cTahHIIOKOKKOBOI! JIeCTPYKLIHeH Helle/lecoo6pasHO BBHILY
PHCKa IporpecCHpOBaHHsI MpoLiecca BeJleICTBHE HMMYHO-
CYINpPEeCCHBHOTO JeHCTBHS INIIOKOKOPTHKOHIOB.
OGsi3aTesIbHBIM SIBJISIETCS BBeJleHHEe B KOMILJIEKCHYIO
Tepanuio 3THX OGOJILHBIX HMMYHOKOPPHTHPYIOUIHX
MeTo/1oB (cBexesaMoOpoXKeHHasi MJia3Ma, IpernapaThl
MMMYHOTJI06YJIMHOB). C yyeToM 06JIHraTHOTO pa3BHTHS
JIBC-cunipoma y JaHHOH KaTeropHH MalHeHToB oKa-
3aHO MpHMEeHeHHe TernapHHa B COYETAHHH C TpaH-
cy3usIMH TIVIa3Mbl H TJ1asMadepesom.

Ne 10

B. IpxMeHeHHe nponpaHoia, OTHOCSIIErocs K HeceJlek-
THBHBIM GJioKaTopam [-afpeHepruyecKHx PeLenTopos,
y 60J1bHBIX 6POHXHAJLHOH aCTMOH ITPOTHBOMOKA3aHO.
OcranbHble mpenapaThl, CHHXalollHe AaBJieHHe B A
JIErOYHOH apTepHH, He OKa3bIBAIOT BJIHSHHSI Ha GPOH-
XHAJIbHYIO TIPOXOJAHMOCTb.

Ne 11.

A. Cpenu npHBefeHHBIX BO36yaHTesieH TOCMHTAJNbHOH
ITHEBMOHHMH, 0COGEHHO y GOJIbHBIX MOXKHJIOTO BO3pac-
Ta, HaubGoJlee YacTHIM sIBJIsIeTCs Kaebenena (manouxa
Dpupsienepa). Pakropamu pHcKa pasBUTHs 3a6oute-
BaHHsl SIBJISIIOTCSI CaXapHbIM AHabeT, XPOHHYECKHH
aJIKOrOJI3M, XPOHHYeCKHe 3a60JieBaHHsI IIEYeHH H JIp.

Ne 12

B. OcHOBHbIM NaTOreHeTHYECKUM MEeXaHM3MOM Pa3BHTHS
M TPOrpeccHpoBaHHsl 3M(H3EMBI TPH XPOHHYECKOM
GpoHXHTE SBJISIETCS HapylIeHHe COOTHOLLEHHS B CHCTEMe
NIpoTeasbl—aHTHIIPOTeasbl B II0Jb3y NpeobJafiaHusl
npoteas. [TocaenHue ycHeHHO BbICBOGOXKAAIOTCS H3
HEHTPO(HIIOB H allbBeOoJISIPHBIX MaKpogaros rnpH oboc-
TPEHHH XPOHHYECKOTo BOCIMAJIHTENbHOro npouecca B
pecrnupaTopHOM TpaKTe. B cBSi3M ¢ 9THM NnpHMeHeHHe

INPOTEOJIMTHYECKHX Q)epMeHTos, B HaCTHOCTH TPHIICHHa,

:
3

MO2KET YCHJIMTb IIpoLEeCC IIPOTeOoJiH3a 3JJaCTHYECKHX °

CTPYKTYP JIErKOro, oco6eHHO IpH OJHOBPEMEHHOM
CHH)XXEHHH aHTHIPOTeasHOM 3aluThl (MHpeKuus,
NOJUIIOTAHTHI, HacJIe[ICTBEHHBIH Ae(HUHT anbda-1-an-
TUTPHIICHHA H Jp.).

B wesisix npeaynpexaeHHs: NporpeccHpoBaHHS M-
3eMbl JIErKMX HeOGXOJMMO CBOEBpPEMeHHOE KYIHpO-
BaHHe 060CTPeHHH XPOHHYECKOro GPOHXHTA C HMCIIOMb-
30BaHHEM aJleKBAaTHbIX AHTHOHOTHKOB, MYKOJIHTH-
YeCKHX MpenapatoB (Hampumep, alLETHJLMCTEHH) H
MMMYHOCTUMYJIHMpYIoLmX cpeacts (6ponxomynan). B
TO JKe BpeMsl JJisl MOJABJIEHHS aKTHBHOCTH IIPOTea3s
NaToreHeTHYeCKH OGOCHOBAaHO BKJIOYEHHE B KOMI-
JIEKCHYIO TEeparui0 MHITHOHTOPOB MPOTEOJHTHYECKHX
depmenToB (KoHTpHKam U Ap.).

Ne 13

. PasaBuTHe NMHeBMOHHH, BBHI3BAHHOH aHaspobHON

vH(pexuHeH, o6blYHO HabJIofaeTcsi NMPH acHHpalUH
aHaspobHOH uiopbl poTorsoTkH (acnupauroHHbe
nHeBMOHMH). [TOBBILIEHHBIH PHCK aclHMpalUH OTMe-
yaercsl y GOJNbHBIX C OCTPBIMH HapylIEeHHSIMH MO3ro-
BOTO KpoBOOOpalleHHs, 0cO6@HHO NPH Pa3BHTHH CTBO-
JIOBBIX PacCTPOMCTB, MOPaKeHHWH MBILIL TJIOTKH
(nudTepusi, NMOJMMHOSHT), HAJHYHM HasoracTpalb-
HOTO 30H/1a Y NOCJ/IeONepaLHOHHBIX GOJILHBIX, STTHJIETICHH,
XPOHHYECKOM aJIKOroJIu3Me H JIp.

[THeBMOHHMH Y 6OJIBHBIX ¢ HH(EKLHSIMH MOUYEBBIBOASLIMX
nyTeH, MeIMKaMeHTO3HbIM arpaHyJIoLHTO30M HaHbo/ee
YacTO BbI3BIBAIOTCS TPaMOTPHLATEJbHOH (JIOpOH
(Klebsiella, E.coli, Proteus), npu MyKOBHCLIH03€ —

' Pseudomonas aeruginosae, a npu CIIW]Jle nauGoJee

yacThiM Bo3OyauTesieM NHEBMOHHH siBJasieTcsi Pneu-
mouvistis carinii, UATOMETaJOBHPYC.

Ne 14

g 9KCHpeCC-MeTO)1 OKpackKH Ma3kKa MOKPOTHI I10 Fpamy

¢ nocnenylomeﬁ MHKpOCKOHHeﬁ I103BOJISIET ONEepPaTHUBHO
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peLInThb Borpoc Bhi6opa aHTHGHoTHKA. [Ipeobnananune
KJIETOK TIJIOCKOTO STHTEJIHA B HccJeayeMoM obpasie
[P OTCYTCTBHH KJIETOUHBIX 3/IEMEHTOB PeCITHPAaTOPHOIO
tpakta (anbBeossipHble Makpodard, HeHTPO(HJIBI H
Ap.) CBHAETEJBCTBYET O TOM, YTO JAHHBIH MaTepHal
ToJIyuyeH He W3 HUXKHHUX OT/EJIOB JblXaTeJNbHbIX MyTeH,
a B OCHOBHOM IIpe/ICTaBJISIeT COO0H CO/lepXKHUMOe POTO-
raoTku (coiona). B cBsIsM ¢ 9THM JaHHble MHKpPO-
CKOITHH He SIBJISIOTCS HH(POPMATHBHBIMH /IS BhIGOpa
aHTH6HOTHKA. OCHOBHBIMH KPHTEPHSIMH OTJIHYHS
MOKPOTHl OT COEPXXHMOI0 POTOIVIOTKH = SIBJISIOTCS:
KoJiHyecTBO HeHTpouioB Gosee 25 Ha 100 kieToK,
KOJINYECTBO SMHUTeJHaNbHbIX KJIeToK MeHee 25 Ha 100,
npeobiafiaHue Kakoro-1M6o MHKpOOpPraHH3Ma OJHOTO
MOpP(OJIOTHYECKOr0 THIIA.

Ne 15

’ napaHEOﬂJlaCTH‘IECKHMH CHHApPOMaMH 0603Havya0TCs

KJMHHUKO-1abopaTopHble TPHU3HAKH, BOSHHKAIOLIHE Y
6OJIbHBIX CO 3JIOKAaUYeCTBEHHBIMH ONMYXOJAMH H
HErnocpeACTBEHHO He CBSI3aHHble C JIOKAJbHBIMH
TpOSIBJIEHHSIMH TIEPBHYHOTO POCTA HJIM MeTacTa3aMH
onyxosu (cunapom KyumHra npy 6poHXOreHHOM pake,
MHTPHPYIOILHH TpoMOodie6UT NMpH pake MOIKeIy-
JOuHOM >Kesesbl M 1p.). OJHHM H3 XapaKTepHbIX
napaHeonJaCTHYECKHUX MPOSIBJIEHHH MPH paKe JIErKoro
sIBJIsieTCsl THIIepTpodHYecKast OCTeoapTPONaTHs, KJH-
HHYECKH TPOSIBJSIONIAsACS YTOJIEHHEM KOHLIEBbIX
dananr nasbues kucted u cron (“GapabanHbie ma-
nouku”). ITapaHeonacTHYeCcKyl0 OCTEOAapTPONATHIO
Heo6X0oAUMO AU (pepeHIHPOBATh ¢ CHHAPOMOM “GapabaH-

HBIX TajoueKk” y GOJIbHBIX C THIIOKCHEH PasjiHyHOro
reHe3a (BpoX/eHHBIe MOPOKH CepJlla, XPOHHYecKas
AbIXaTeJbHast HeJI0CTaTOYHOCTh). OcTa/bHbIe MpH3HA-
KM Yy JaHHOTO TMalHeHTa SBJSIOTCSA JIOKaJbHBIMH
NPOSIBJIEHUSIMH TEepPBHYHOrO ONYXOJIEBOrO ovara
(kpoBoxapkaHbe, THC(OHHS, aTeNeKTas) UK 06yCJIOB-
JieHbl MeTacTaTHYecKHM mnpoueccom (yBeanuenue
LEeHHBIX JHM(OY3JIOB).

Ne 16

. JlnarHocTHKa THMepTPOo(HH IPaBOro MKejyaodka y

6onbHbIX XO3JI Hepenko siBAsieTCst TPYAHOH 3aadert
u GasupyeTtcs ryiaBHbIM o6pasom Ha maHHbIX DKI u
sXxoKapauorpaduueckoro ucciaepoBaHui. [Ipu
THIePTPO(MHH NMPaBOTO XKEJYAOYKA MPOUCXOAUT
MO3HLHOHHOE H3MeHeHHe IOJIOXKEHHSI cepAua B
rpyHoH KieTKe (CcMelleHHe MPABOro XeJy04Ka BHH3
M Kliepe[u), B CBA3H C 4YeM MOXKeT HabJiofaThCs
MyJibcalyst B aMUracTpajbHoi obaacti. Heobxoxumo
HUMeTb B BHJY, YTO JaHHBIH NMpPH3HAK HHOTAa MOXeET
BCTpeyaThbCsl PH aMbH3eMe Jierkux 6e3 runepTpopHH
TPABOTo XKeJly/louKa H3-3a HU3KOTO CTOSIHUS iuadparmel.
YBeJiM4eHHe NMPaBOH IPaHHLBI CepAlia MPH MePKYCCHH
M TyJbcalMsi B TpeTbeM Mexpebepbe cjeBa OT
TPYAMHbl Y GOJIbHBIX C HaJlHYHeM 3M(H3EeMbl HMEIOT
MaJjioe JAHarHocTHYecKoe 3HaueHHe. [nybokuit 3yber
S Bo Il u Il cranpapTHBIX OTBeJEHHSIX SIBJSETCSH
TIPH3HAKOM Pe3KOro OTKJIOHEHHS JIeKTPHYECKOH OCH
cepjua BJeBO, YTO OObLIYHO HabJlofaeTcss MPH
MaTOJIOTHH JIEBOTO XKeJly/l04Ka.

VBaxaempbie uurareau!

Hanomunaem Bam, uTo mommnucaTbesi Ha KypHan “IlyspMmoHosorus” MoxHO B JioGoM
MIOYTOBOM OT/eJleHHH. Halle M3gaHWe BKIOYEHO W B JajibHeHlleM OyneT BHOCHTbCS B

KaTaJIor ITepHOJAHYECKHX W3JaHHH.

Unpekc xypHana 73322.

[MoanucHas Komnanus Ha I monyroaue 1995 roga Havasnace 1 centa6psa 1994 r. Hageemcs
U B JajbHeluleM BHAeTh Bac cpeay HalIMX MOAMHCYHKOB.

= Oh

C yBaxeHueM

pedaxuus acyprara “ITyromonorozus”
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XpoHuka. Undpopmauusa

IIPOTOKOJI 3ACEJIAHUS IYJIbMOHOJIOTHYECKOU CEKIIMH
MI'HOT OT 21 UIOH4 1994 TODA

H.U.Toany6. CocrosinHe HMMYHOPEaKTHBHOCTH, aHTHIpOTE-
asuoit sauutel 4 PBJL y auly, NpekpaTHBILMX KypeHHe

B jok/iajile H3JI0XKeHB! pe3yJibTaThl HabMI0/IeHHs!, KOTOpoe MpoBo-
JIHJIOCH B TeYeHHe rojla nocJe NMpeKkpalienus Kypenns, 3a 23 JHuaMu B
pospacte 256—45 et co cTaxeM Kypehus Gonee 5 jeT. Y Kypsuux
OTMEHaeTCst BTOPHUHbIT HMMYHOACHHIIUT, BBIPAXAIOUHIICS B CHHMKCHHH
HMMYHOPETyJISITOPHOTO HHACKCA, CHHTE3a MMMYHOMIOGYJIMHOB, MOKa-
satejieit HCT-recta, anTHnpoTeasHoit 3atiThl, 6POHX006CTPYKTHBHBIH
CHHJIPOM, NMOBLILIEHHE OCTATOYHOrO 0GHEMA JITKHX H MMMYyiorio6yuta E.

TNocsie npexpalieH|st KypeHust Bee H3MEHEHHbIC NOKa3aTeNH HMeloT
TeHCHIIMIO K HopMasinsauui. Yepea roj coxpaHsiotest CHHKCHHBIMH
nokasatesn HCT-tecta akTHBHPOBAHHOTO H MPOXOAHMOCTH MO MEJIKHM
6pOHXaM Yy MOJOBHHBI JIHL, NMPEKPaTHBIIMX KypeHHe.

K.m.u. O.1.Kysuecuosa, npod. JI.M.JABopeukui,
HM.A.Matpocosa. Cuuupom [lyanacuepa y MOJIOAOTO MyXKUHHDI.
JlemoHcTpauus cayuas.

[Tpencrapinen cayuaii cuiapoma [yanacuepa y 36-1€THEr0o My>KUHHbL
Bonen B Teyenue 1,5 rona. OcoGeHHOCTLIO KJAMHHKH SIBASIETCS
NoMMMOP(H3M B CHMOTOMATHKE: OCTPLIl remMatypHueckuit Hepur c
PasBUTHEM OCTPOH MOYEUHON HEA0CTATOMHOCTH, PA3BHTHE JIBYCTOPOHHEH
reMopparHiecKoi MHEBMOHHH ¢ (JOPMUPOBaHHEM TOHKOCTEHHOH NOJIOCTH,

r

KPOBOXapKaHbeM, JICTOMHBIM KPOBOTEUEHHEM, Pa3BHTHeM 3Huedaio-
naTHH BCJEACTBHE LepeGpalibHOrO BaCKyJHTA.

OTmeyeH MOJOMHTENbHBIH 3((eKT OT JeueHHs METOAOM MyJibe-
Tepanuu uHKaIo(pochaHOM H NPCAHHU3ONOHOM € NapajiesibHbLIM HasHa-
YeHueM 3THX npenapartos BHYTPb. OfHOBPEMEHHO HCIOJIb3OBAH METOJ
naasmagepesa U reMojHalH3a.

B Hactosiuiee BpeMsl MOJIy4eHa PCMHCCHS B TeueHHH GoJIe3HH, HO
Tepanusi CTEPOHJIAMH M LIMTOCTATHKAMH [TPOJIOJIXKACTCS B CPE/IHHUX JI03aX.

B saxuountenstom caose npod. J.M.Knsiukun nopuepxuyan 6oabiioe
3HauCHHEe NOJYHCHHLIX JAaHHBIX O BJIMSIHHM KYPeHHSI Ha COCTOSIHHE
MUMMYHHOTO cTaTyca M aHTHNpoTeasHoi 3awuTel. [TpuHuMnuanbHo
BaXKHBLIMH SIBJISIIOTCS] Hay4uHBIe JIOKAa3aTe/bCTBA BO3MOXKHOCTH 0GpaTHOro

PasBHTHSA KJIHHHYECKOH CHMITTOMATHKH, YyayqlIeHHsT HIIH HOPpMaJiH3alUuuH

nokasatenett GBJl, a Takxe psiia HMMYHOJIOTHYECKHX TOKa3aTeJie.

HutepecHoit 0coGeHHOCTBIO NpPeACTaBJICHHOrO cJjyyast CHHApOMa
Tyanacuepa siBisieTcst pasguTHe y GosibHOro sHuedasonaTHi, NOMHMO
00LIMHO HaBMI0AACMOI JIerOUHON W MoueuHoi cuMnToMaTHKH. Bosblioe
BreYaTeHHe OCTABJSET TAKXKe XOPOLIMH TepaneBTHUecKHit adidexr,
JIOCTHUTHYTBIH aBTOPAMH MPH NPOBEJICHHH KOMMJICKCHOI TeparuH, BKJIo-
yaiowlen MyJibe-TePanuio MIOKOKOPTHKOHAAMH W uukinodochaHom B
coyeTaHHH ¢ njasMadepe3oM H reMojAHaNH3OM.

Penakrop M. B. Slwwuna
Koppektop M. B. Sluuna

Komnsiorepuan neperka A. C. Bacuaeiickutt
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