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AKTYAJIBHBIE ITPOBJIEMbBI MYKOBUCITVI03A
HA COBPEMEHHOM BTAIIE B POCCUH

HHWH xkaunnueckoit renetnku MITHIT PAMH, Mocksa

[eHeTHYECKHE MTOAXOAL! B YJAY4lLI€HHH 310POBbS Hace-
JIeHHs CTAHOBSITCS Bce OoJiee YHHBEPCAJBbHBIMH. Hognie
reHeTH4eCKHe TEXHOJIOTHH H MEeTOJbl NHAarHOCTHKH 3ac-
TaBJAIOT NMEepecMaTpHBaTb CTPATErHH B q)opmax HpO(pPI-
JAKTHKH, JIeHEHHA H peaéunmaunn HE TOJIbKO HacJen-

Gopbbe ¢ 3THM 3abojieBaHHEM, HauYWHAs OT BbISIBJIEHHS
HOCHTeJIeH IreHa, paHHeH NnpeHaTaJbHOH K NpecUMIToMa-
THUYECKOH AHArHOCTHKH 110 aIeKBATHOTO JIEYEHH ST H MeJIUKO-
COLUHaNIbHOH ajanTauuu. MexxayHapoiHasi accoudauus
no mykoBucuuaozy (MAM) corpyanuuaer ¢ BO3, pas-

| CTBEHHBIX M BPOX/IEHHBIX 3a00JeBaHMi, HO W ompe- BHBas HallMOHAJIbHEIE Mporpammbl B Gosee yem 40 cTpa-
' JleIeHHOrO Kpyra GoJjie3Hei, HMEIoLMX reHeTHueckyilo Hax. [lnanupyercs Takoe cotpyanuyectso BO3 1 MAM
NpeapacnoJOKeHHOCTb. B peayibrate peannsauuu mex- C Poccueit Haunnas ¢ 1997 r., urto, GesyciosHo, npen-
YHapOAHOTO NMPOEKTa MO TeHOMY Ye/IOBEKA y)Ke BbisiBieHo ~ CTaBJSIeT HECOMHEHHbIH HHTEPEC C TOUKH 3peHHsi (op-
HECKOJIbKO COTEH FeHEeTHYECKHX AETEPMHMHAHT, BJMSIOMMX  MHPOBaHHS CleLHaNH3MpPOBAHHOH HH(PAcTPYKTypsl MO
Ha COCTOSIHME 3JI0pOBbsl, H HOBble JaHHBle MOSABJAIOTCA  OKA3aHHIO NMOMOLUIM JaHHOMY KOHTHHIEHTY GOJIBHBIX.
exxemecsuso [3,10]. MyKOBHCLHMI03 — YacToe MOHOreHHoe 3aboJeBaHHe,
IpoduiakTHKa HacleCTBEHHEIX 3a6o/eBanuil umeer  OCYCJIOB/IeHHOe MyTauuei resa MBTP (TpancmemGpan-
He TONbKO MEAMKO-COLMalbHOe 3HayeHWe, HO M paer HOrO peryastopa MB), xapakrepusyiouieecs nopaxesnem
SHAUMTEJbHBIH MaTepPHANbHBIH 3D(eEKT. 9K30KPHHHBIX XKeJle3 XKH3HEHHO BaXKHBIX OPraHOB H CHCTEM
Myxosrcunzos (MB) — 570 ofHa u3 Mojie/ieli juisi paspa- ¥ HMelolllee 0GbIYHO THKeJIoe TeueHHe i HeGIIaronpHsT-
GOTKH IPHHIMNIOB GOpOHI ¢ HACEICTBEHHbIMH Goeansivu,  HBlA TporHo3 [4]. 3aGonesanue Hacaenyetest no ayto-
Bo-NepBEIX, 3TO pacnpocTpaHeHHoe 3aboJeBanne ¢ yac-  COMHO-peueccusHomy Tuny (puc.l).
totoif 1 Ha 2000—3000 HOBOPOXKAEHHHIX B CTpaHax 9T0“ 3aGosieBaHHe SABJAETCA BAaXKHON MEJIHKO-COLLH-
Epponsi 1 CeBepHoil AMepHKH. Bo-BTOpHIX, BbieseH req  &1bHOH MPOGJEMOH, UTO CBAI3AHO, C OJHOH CTOPOHHL, C
3abonieBaHus, poctynHbld aas npamor JIHK-nuarnoc- OOJILLIMMH MOpaJIbHBIMH, (DH3HYECKHMH W MaTepHailb-
\ THKH. B-TpeTbUX, BO3MOEH WHTerpaibHblii mogxos p HPIMH 3aTPaTaMi CeMbH, OPraHOB 3[PaBOOXpaHEHHS H
obliecTBa B LeJIOM Ha AHArHOCTHKY, JieueHHe, peabuiu-
TAlUMIO W COLMAJBHYIO aflanTaluio GOJBHBIX M, C APYro#
— BMEYATJASIOUHMH YCIeXaMH B H3yYeHHH 3TOH Npos-
JIeMBbl, YTO JaeT TONYOK B Pa3BHUTHH KakK (yHIaMeH-
Ta/lbHLIX, TaK M MPHKJIAAHBIX HayK MEAMLMHCKOro Har-
paBieHud. CiieflyeT OTMETHTb, YTO B LIeJIOM psifie CTPaH,
BKJloyast Poccuio, y GoJbliel YacTH 3THX GOJbHBEIX 3a-
6o/ieBaHHEe He NHATHOCTHPYETCH HJM HAHArHOCTHPYeTCS
Orey MaTb MO3/HO, HEpeAKO B 3anylleHHOH crtaauu. [loarsepixia-
eTcsl 3TO MOJIOXKEeHHe CTaTHCTHKOH: B Poccuu umcio
JAHarHOCTHPOBaHHLIX GoJbHBIX He mpeebiiaer 1:100 000
HaceJIeHHs, TOra Kak B HHAYCTPHAJIbHO Pa3BHThIX CTPaHaxX
Esponbt — 7, a B CIIIA — 8:100 000; npu 3TOM KOJH-
yecTBO GOJbHBIX cTapuie 18 jeT y Hac He npeBbillaeT
7%, B pa3BuThix ctpaHax — 20%, B Tom uucJe 8 CIIA
N DeHOTUNUYECKN 1 Bonex == 32% [8]
: reHoTUNUYeckn MYKOBMCUUAO3OM Panblue mpeamonaranu, 4To MyKOBHCLHAO3 BCTpeuya-
8 A0P0R eTCA MCKJIOYHTE/IBHO CPeau JHLL 6eiof pachl, HO Tenepb
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Puc.1. Tun HacneposaHms Npyu MyKOBUCUMA03E.

XOpOILO M3BECTHO, YTO OH C Pa3HOH YaCTOTOH NopaxaeT
BCE pachl M HaUHOHANbHOCTH. B mepBble rojwl nocJe
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onucanust 3aboneBanusi MB cuuTancs ¢arajsbHbIM, TaK
KaK GOJIbIIMHCTBO HETeH He MepeXHBalo MATHICTHHH
Bo3pacT. B HacTosiiee Bpemsi, 6yarojapsi JiydtueMy MoHH-
MaHHIO NMaTOreHe3a W COBEPLIEHCTBOBAHHIO JieueGHO-pea-
OUJIHTALIMOHHBIX PEXKHMOB, 3a60/1eBaHHe He TOJIbKO paHbLie
JAMarHoCcTHpyeTcsi, HO U 3(pdeKTHBHee JIeYHTCs, Clel-
CTBHEM 3TOTrO SIBJISIETCS! HEYKJIOHHOE YBeJIHUeHHEe CPefHeH
NMpoNO/IKHTENbHOCTH )u3HK (okoso 30 Jset B 1992 r.).
Ha ceronusiinui aeHb poausiiemycs B 1996 r. 6osbHOMY
MB B Benuko6purtanuu, Kanage u CIIIA rapantHpyertcst
40 ner xusHu. Hapsiny ¢ 3tTuM B crpaHax JlaTHHCKOH
Amepuxu 6osee 95% OGOJBHBIX He AHArHOCTHpYyeTcs, a
CpefiHsisi MPOLOIKHTEJBHOCTh YKH3HH JHarHOCTHPOBAH-
HBIX 6OJbHBIX He mpeBbiwaeT noka 10 set, B Poccuu oHa
pasHsietcs 16 ropam [1,3].

OnpejiesieHHYIO POJib B YJy4lLI€HHH AHarHOCTHKH, Jieye-
HHSl, peaGHJIHTALHH H MeJIHKO-COLHANbHON TOMOLLM HIPaioT
pecny6aunkanckie (Mocksa, Cankt-Iletep6ypr) u peruo-
HasbHble neHTphl (Mocksa, Cauxrt-IlerepGypr, Apxah-
reabck, Boponex, Kamununrpan, Huxuuit Hosropon,
HoBocu6upck, Omck, Kasanb, Capatos, Exarepun6ypr,
Camapa, Tomck). OgHako clieflyeT NpH3HaTh, YTO YeTKast
cHcTeMa JIMCaHCepH3alMi U OKa3aHMS aJleKBaTHOH Jie-
ye6HO-pPeabHIMTALHOHHOH TTOMOIIH JaHHOMY KOHTHHIEHTY
G6osbHBIX B POCCHH OTCYTCTBYET.

[To HawKMM JaHHBIM, B HacTosilllee BpeMsi B CTpaHe
AoMycKaeTcsl KaK 3HauMTeJbHas THII0-, TaK M rMnepauar-
HocTHKa. OCHOBHOM NMpPHYMHON TMIOAHATHOCTHKH CJlefyeT
MPH3HATH HEJOCTATOYHYI0 HH(OPMHPOBAHHOCTb LIHPO-
KOrO Kpyra Bpauei pas/IMUHBIX CrelHalbHOCTeH H Npexnie
BCero rneaMaTpos. Bo MHOTMX perdoHax cTpaHbl JHarHoc-
THKa He NPOBOAMTCH BOOOLLE, a BpPayH HENOCTAaTOYHO
3HAIOT KIHHHUKY 3a60J1€BaHHs1, YTOOB BOBpEMS HallpaBHThb
neTedl B OAWH M3 BHIIEYKA3aHHBIX LUEHTPOB JUIsl yTOY-
HeHHs1 fuarHosa. HeT pa3BHTEIX porpaMM CKPHHHHIa Ha
MB. Bo-BTopbix, npobJieMa 3akjiouyaeTcss B OTCYTCTBHH
Gosiee WM MeHee LIHPOKOH CHCTEeMbl AHCMaHCepH3alluH
GOJILHBIX, YTO CHHXKAeT 3 deKTHBHOCTD JieueHHs (6oub-
Hbl€ FOCMHUTAJH3HPYIOTCS TOJBKO MPH PE3KOM YXYALIEHHH
CaMOYYBCTBHSI H /Wi 060CTPEHHH GPOHXOJIETOYHOrO Tpo-
necca). B Hacrosiiee Bpemsi Pecny6/iMKaHCKHH perucTp
GoabHbIX MB HacuuTeiBaeT npumepHo 1600 mereit, Ho, K
COXKAJIEHHIO, CYLLECTBYIOT TPYAHOCTH MOIEPXKAHHS Peruc-
Tpa B paboyeM COCTOSIHHH. B-TpeTbHX, OTCYTCTBYET CHCTEMA
MOArOTOBKH Bpauel-neiiaTpoB H MeJIcecTep 10 Bonpocam
MB. Oco6eHHO 3TO KacaeTcsl Bpayei CMexHbIX CIeLH-
aJbHOCTEH: MYyJbMOHOJIOTOB, TaCTPOIHTEPOJIOrOB, AHETO-
JIOrOB, SHIOKPUHOJIOTOB. B-4eTBepTHIX, NPaKTHYECKH OTCYT-
CTBYET MPOCBETHTEJbHAs paboTa Cpeiid poaHTe/eH, yuH-
TeJiel, BOCMHUTaTeNel, TO eCTb TeX, KTO HaXOAHUTCs B
MEePBHYHOM KOHTaKTe C GOJbHBIMH JETbMH.

B runepauarHocTHKe NMOBHHHLI HECOBEpLIEHHbIE H3-3a
TeXHHYeCKHUX rnorperHoctel (B ycaoBusix Poccun) nuar-
HOCTHYECKHe MEeTOAbl, B YACTHOCTH, MPOBEJIeHHe MOTOBOro
tecta. [Ipo6sema paHHeH W TOYHOH AHMArHOCTHKH MB B
Poccun ycyrybasietcsi TeM, 4TO XapakTep MyTallMH reHa
MB oT/iHyeH OT TaKOBHIX Ha 3amaje, Hel0CTaTOYHO
H3y4yeH YHeJbHBIH BeC Pa3jMuHbIX MaXKOPHBIX MYyTalHWH,
MO3TOMY reHeTHYeCKHe MEeTO/bl MaJjlO MPHTOAHb B HACTO-

silee BpeMsi JUIsl AHArHOCTHKH M AH(depeHIHanbHOl
auarHocTHkH MB B Haluei cTpaHe.

CTporux 3nuaeMHoJIOTHYeCKHX HecsenoBaHui B Poccuu
He MPOBOJAMJIN /IO MOCJIEJIHETO BPEMEHH 110 PSILY MPHUMH,
[To pauueiM O.JO.IToranoBo#, yactora MB cocraBisier
1:3860 HoBopoxnenubix [7]. B 1995 r. B MenuKo-reHeTy-
yeCcKOM HayuyHOM LieHTpe OBbIJIH TOJy4YeHbl JaHHbIe, CBH]le-
TEeJbCTBYIOLIHE O 3HAUMTEJbHO GoJiee HH3KOH yacToTe
MB B Haweii ctpaie — 1: 12 000 HoBopoxAeHHBIX [5].
PaccuuMTaHHOE 3HAueHHE HHXKe, YeM MOJIyYeHHble paHee
NpH MCMOJB30BAaHHH JAPYTHX METONOB M 4eM B Goub-
IIMHCTBE cTpaH 3anagHol EBponbl, HO aHHbBIH pe3ybTar
HeJIb35l CYMTATh COBEPLIEHHO HEOXHAAHHBIM. TaK, OHHM
H3 OODBSICHEHHH MOXET CJIYyXXHTb BJHMSIHHE CMeLUeHHs
CJIaBSIHCKHX TonyJasiuuii ¢ (HHHaMH B Xome (opMHpo-
BaHM$ pyccKoii HaponHocTH [6].

ExerogHo B Mockee poxaaercsi okoso 30 GOMbHBIX
MB, B Poccun — 650, B CIIIA — 2000, Bo Ppanuuy,
Aurauu, Fepmannu — ot 500 no 800, a B mupe — GoJee
45 000 neteit, 6ospHbIX MB. K 2000 r. uncio ux B Poccun
npesbicut 15 000, B crpanax CHI' — 45 000, B CIIA —
100 000, npu atom U3 HuX Gosee 54 000 cocraBsaT B3poc-
Jpie. YacToTa reTepo3WroTHbIX HocuTesed reHa MB pas-
usietcsi 5%, B Poccuu HacuuThIBaeTcs HX 6osiee 6 MJH., B
CHI — 10 myn., B CLIHA — 12,5 maH., B MHpe — 275
MJIH. yejioBek [2].

B 1989 r. 6w usoauposan red MB [2], a sartem
paciurpoBaHa ero CTpyKTypa: OH COAEP>KHUT 27 3K30HOB,
oxBaTbiBaeT 250 ThIC. Map HYKJIEOTHIOB H PaCMOJIOXKEH B
cepelliHe JUIMHHOTO Muleya 7-i ayTocombl. ClieficTBHeM
MyTallMK FeHa SIBJASIETCS HapylleHHe CTPYKTYpPhl H (yH-
kuuu 6eska (MBTP). OH JiokaiusyeTcsi B alMKaJbHON
yacTH MeMOPaHbl SMUTENHAJbHBIX KIETOK, BBICTHJIAIOLINX
BBIBOJIHBIE TMPOTOKH MOJXKENYINOYHOH >KeJjesbl, KHIIey-
HHKa, GPOHX0JIETOYHOH CHCTEMBI, YPOTeHHTaIbHOIO TpaK-
Ta, W PEryJHpPYeT 3JIEKTPOJNHTHbIN (NperMylecTBEHHO
XJIOPHIHBIH) TPAHCIIOPT MEXAY STHMH KJIETKAMH H MEX-
KJETOUHOHM KHAKOCTbIO. HepaBHO GblIO MOKasaHo, uToO
npu MB cHHXXeHa He TOJIbKO NPOBOAMMOCTD, HO H CeKpeLus
MOHOB XJIOpPa B KJIETKaX.

Crpyxrypa u ¢yuxuus MBTP xopouo usyuyeHsl B
J1a6opaTOPHLIX YCJIOBHSIX HAa TpaHc(HOPMHPOBaHHBIX GaK-
TepHaibHbIX KaeTkaX. MBTP cocToHT U3 peryJisiTopHOro
R-nomeHa ¢ GOJIbLIHM YHCJIOM CEPHHOBBIX OCTATKOB, SIBJIS-
IOIMXCSl MHLIEHbIO I npoTeMHKHHasbl A. ITocaenuss
ocyuiecTBasieT pochopuarpoBanue atoro 6eska. Kpome
toro, MBTP umeer 2 AT®-cBssbiBatoumx yuacrtka (NBF1
v NBF2), a Takxe 2 ruapod)oGHbIX TpaHCMEMOPaHHbIX
JIOMEHa, KaX[blil H3 KOTOpHIX MpeAcTaBasieT coboi 6
BUTKOB CIHpa/H, NPOHHU3LIBAIOIMX KJIETOYHYIO MeMO-
pany. CneuasbHble HCCyeloBaHUs AoKka3anu, uto MBTP
sIBJIsIETCSI COOCTBEHHO XJIOPHBIM KaHaJIoM, a He ero pery-
JASTOPOM, KaK npeanosarajoch paHee. sl akTHBaUMH
aToro KaHajna Heo6xomuMsl UAM® (cTumysaupyeT npo-
rennkuHasy A) u AT® (cessuiBaerca ¢ NBF1 u NBF2)
— puc.2. [lpu 3aTpy/iHEHHH NPOXOXKAEHHS HOHOB XJOpa
yepe3 amMKaJbHYI 4YacThb KJETOK SMHTENHSl YBeJHYH-
BaeTcsl peabCopOLMsI HATPHUSI XKEJNEe3UCTHIMH KJETKaMH,
HapyluiaeTcsl 3JEKTPHYECKHH MMOTEHLHaa NMpocBeTa, 4To
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Puc.2. OcHOBHbIE TWUMbI HapyLWeHuit TpaHcMembpanHoro 6enka (MBTP).

R — UEHTpanbHblil PerynaTopHbid gomen (R-aomen); ATP — aneHosunTpudocdar,;
PKA — nporeuHknHasa.

BHI3LIBAET M3MEHEHHE 3JIEKTPOJHTHOrO COCTaBa H AerHj-
paTaLMIO CeKpeTa 3K30KPHHHBIX XKeJles.

B Hacrosiiee Bpems HacunuTeiBaetcs 6osee 600 myTaumi
B rede MB, pasjie/ieHHbIX Ha MSATb IPYMI, B 3aBHCHMOCTH
or xapakrtepa uamenenusi MBTP (puc.3). [llecTb u3 HUX
(AF508, G542X, G551D, R553X, W1282X u N1303K) B
crpaHax 3ananHod EBponel BcTpevaloTCs ¢ 4YacTOTOH
oosee 1%. OnHOM M3 caMBIX PacrpOCTPaHEHHBIX MyTaLMH
 ssasiercsi AFS508. Ilpu atoi Mmyrtauuu npomyiieHo 3
. HYKJIEOTH/a, KOAMPYIOLKMX MoJeKyJy (heHunananuHa. Yac-
f TOTa ee BapHalesibHa, C MaKCHMaJIbHbIM 3HayeHHeM B
| Jlanuu u Beanxo6putanun — 88% M MHHHMaJbHBIM B
Typuun — 27%. B Poccun uacrtora AF508-myraumu
cocraBasier 56%, a B Mockse — 41% [3].
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Puc.3. MonekynapHble nocneacteus mytauuini MBTP.

HM3yuenue xapakrepa U 4acTOTBI IPYTHX YACTBIX MYyTaLUH
B pasHbLIX perdoHax CTpaHbl WJIH ee reorpauyeckux
3oHax (cesep, cpeHsisi moJioca, 10r) ¥ STHHYECKHX Ipymnnax
SIBISIOTCA aKTyaslbHOH 3ajiaueit cosfaHHbX 12 peruo-
HaJbHBIX LeHTpoB MB. OpHako y)ke cerofHsi MOXKHO
CKas3aTh, YTO OOJILLIMHCTBO MaX{OPHBIX MYTaLHH, Xapak-
TEpHBIX JUIg CTpaH 3anaja, B Halllel cTpaHe BCTpevaeTcs
HCKJIOYHTENbHO PEeKo; B TO K& BpeMs TaKHe MYyTalMH,
Kak 2184 ins A, 3732 del A, 3849+10xs C-T, 2143del T,
G5H42X, W1282X, N1303K, HabmawopaoTcs ¢ 4acTOTOH
2—5% [3,16] (puc.4). FeneTHyeckue HecielOBaHUS MTOKa-
3bIBAIOT, YTO B HAcToOsIlllee BpeMs B Hallled CTpaHe J0cC-
TyNHa HAEHTHOHKALUS OKOMO 75% MyTaHTHBIX XPOMO-
COM, YTO He laeT OCHOBaHHSI CTaBUTh BOMPOC O MACCOBOM
CKPHHHUHTE.

B Hacrosiee BpeMs pa3paboTaHbl H ¢ yCIIEXOM IpHMe-
Hsl0TCSl Kak Onoxumuueckue, tTak W JIHK-meronpsr nist
npeHaTalbHOH AHWArHOCTHKH, B TOM yHcje H B Poccuu
(Cankr-Tlerep6ypr, Mocksa, Huxuuit Hoeropon, Tomck).

B kJIMHHYeCKOWH KapTHHe NOMHHHPYIOT OGpOHXOJeroy-
Hble H3MeHeHHs, ONpeieisisl ee TeueHHe U npor#os y 95%
6osbHBIX. OOGLIYHO yXKEe B NepBble Heledu Yy Oodblued
yacTh GosbHbIX MB HabaiomaloTcst KatleJib, MPHCTYIbI
VAYyLbS, OAbILIKA, HHOrjA pBoTa. Katueab 0ObIYHO yCHIIH-
BaeTCs HOYbID. DTH CHMIITOMbBI CBSi3aHbl C HapylleHHeM

| 2143delT (7%)

l
‘, 1
G542X (5%) ! 2184insA (6%)
1 1
AF508 (56%) | ! | 3732delA (4,5%)
R334W (3%) ' . 0 S1196X (1,5%)1 W1282X (5%)
1 ' 1 1 1 : 1
Transmembrane 3 : : ! Transmembrane o
domain NBF1 ;Rdomam domain :: ! NBF2
! i ! P | —————1
ATG : ' W EE TAG
CFTR
mRNA\ /3
5- L Ll T
i 1234 56a6b 7 8 9 10 1112 13 14a14b 1516 17a 17b18 19 2021 22 23 24
¥ P 1 1
a 1717-1G--A ' |'R553X N1303K (6%)

G551D

Puc.4. Pacnpenenenune myTtauuii MykoBucumaosa 8 Poccuu.
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ARLEGEO Neroyxoe cepaue

Puc.5. MNartoreHes nero4HOro socnanexus npu mykosucumaose (A.Dinwid-
die, 1996).

MyKouHJHapHoro TpaHcmopta. CoueTaHHe TrHmepcexpe-
LIHH Ype3MepHO BA3KOH MOKPOTHI C HapyLUEHHEM KJIHPEeH-
ca GPOHXOB BelleT K MYKOLHMJHApPHOH HeJ0CTaTOYHOCTH,
3aCTOI0 MOKPOTHI B MEJIKHX ABIXaTeNbHBIX My TAX. O6bIYHO
BOCMAJHTEJbHOMY Mpoleccy B OpOHXaX INpeAllecTByeT
BHPYCHOE Iopa)keHHe HOCOIVIOTKH, TOPTaHH, TPaXeH, HeH3-
OeXXHO Beflyllee K rMOGesH KJIeTOK MepuLaTesbHOro 3IH-
TEJIHsI, YTO OTKPBIBAeT MyTh OaKTepHasbHOM ¢iiope. Pas-
BHBaeTCsl MOPOYHLIH Kpyr: oOCTPYKLUHS — BOCMajeHHe
— ype3MepHasi CeKpelHsi MOKpOThl. MyKkocTas H Xpo-
HHYecKasi OpOHXHaJIbHAsh HH(EKLHs CTaHOBATCH (OHOM
IJisl IOBTOPHBIX PECMHPATOPHbIX 3MH30[0B: OGPOHXHOJIH-
TOB, GPOHXUTOB, MHEBMOHHH (pHc.5).

Cesisb Mexy ocHOBHbIM epektom MBTP u xponuuec-
Kol MH(eKuuell B Jerkux noka He sicka [14]. Tax, y
6osbHEIX MB B Bo3pacTe J0 Tpex MecsileB, AHarHoCTHPO-
BaHHbIX ckpuHKuHroM ([JHK-aHanu3), 6e3 eroyHbx cCHMII-
TOMOB, Y€ OOHApy>XHBajlH B HHXHHUX JblXaTeJbHbIX
MyTSX CHHETHOMHYIO Majlouky. DTO H MOXET YKasblBaThb
Ha creuMgHyecKHi Xxapakrep accouuaudd MB u cuhe-
THOWHOMW najiouxkH. HenaBHHe HCCllelOBaHHST YKa3bIBAIOT
Ha pOJib LUMTOKHHOB B CTHMYJSIUHH BOCHAJHTEJNbHOTO
OTBETa B JIETKHX, 0co60e BHUMaHHE NMpH 3TOM 06palieHo
Ha uHTepJeiikuu-8 (UJI-8), mpoayuupyembiii KaK 3muTe-
JIMaNbHBIMH KJI€TKaMH, TaK H ajlbBEOJIIPHBIMH Makpoda-
ramu (puc.6).

M3BecTHO, YTO OCHOBHBIM (arouUMTOM B JIEFKHX $IBJISI-
ercs anbBeoasipHbii Makpodar [13]. Makpodark — riasHblii
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Puc.6. Cxema XxpOoHMYECKOro BOCNaneHus (MeauarTopbl BOCNanewus) npu
Mykoeucuupoae (J.Warner et al., 1993).

UD-y* —= B-xnerxa —» .‘

NNC — nunononucaxapuast, U — untepneiikunbl, W-y — untepdepon, THD-a —
TYMOP-HEKPOTUIUPYIOWMA haxTop.

HetouHuK MJI-8, BBINOJHSIOUIETO poJib JOMHHHPYIOLIETro
XeMOaTTpaKTaHTa st HeHTpoduoB. JlokazaHo He TOJILKO
nosbilleHHoe cofepanue MJI-8 B MOKpoTe M KHAKOCTH
6poHxo-anbBeossipHoro Jasaxa (2KBAJT), Ho u oTMeyeHa Jioc-
TOBEpHast KOPPeJIsSILiS ero yPOBHS C TSXKeCThIo OPOHXOJIe-
royHeIX nopaxkeuuit npu MB [14]. Opyrumu xemoarTpak-
TaHTaMH, OOHapy»XeHHBIMH NpH MB B GoJiblIOM KOJIH-
yecTBe, SBJSIOTCS KOMIJIeMeHTapHBIH KommnoHeHT Cba u
neiixorpuen B4 [8,17]. Hdpyrue wurtokuusl, kak WJI-1,
WUJI-6, TH®-ansha (pakrop Hekposa oOmyxoJH-aibha),
Urpaiollie BaXKHYIO pOJib MPH BOCMNAJNEHHH Yy OOJbHBIX
MB, TaKxe MpoAyUHPYIOTCS B MOBBILIEHHOM KOJHYECTBe
B YCJIOBHSIX XPOHHYECKOro BOCNaJeHHsI GPOHXOJIErOUHOro
annapata. Hapsiny ¢ atum BuisiBaeH aepuuut HJI-10.
Bousbllioe KOJMHYECTBO HEHTPO(HJIIOB, NMPUBJIEUEHHBIX B
JBIXaTeJbHbe MYTH, YBEJHYHBAET KOJHYECTBO THOWHON
MOKPOTBI, TOTAa KaKk paspywaemas HerTpoduabHas JTHK
CrocOGCTBYET, B ONpe/ieJIeHHOH Mepe, YBeJHYEeHHIO BA3KOCTH
MOKpOTHI. M3BecTHa BaXKHasi MOBpeXKAAIOLIAs PoJb IK30-
reHHoi (GakrepuasbHasi ¢Jopa, 0OCOGEHHO CHHETHOMHas
najiouka) ¥ 3HAOTEHHOM 3jacTtasbl. HelTpoduasl siBis-
IOTCSl OJIHUM M3 HCTOYHHKOB mocaenuei [10,13].

Knunuueckass kaptuHa MB pasHooGpasHa (ta6u.l),
3aBHCHT OT BO3pacTa pebeHKa, TSXKEeCTH MOopaKeHHs
OTAEJbHbIX OPraHOB H CHCTEM, MPOAOKHTEJBHOCTH 3a-
GoJieBaHHA H €ro OCJOXHEHHH, a TaKXKe aJleKBaTHOCTH
TeparnuH.

B HauanbHOH cTaguu 60JI€3HH ayCKyJbTaTHBHasl Kap-
THHA MOXET OblThb HOPMAaJbHOH, HO TPH TILATEJLHOM
o6caieloBaH|H GOJIBHOrO OTMEYaeTcst HeGoubliasi OfbILLKa,
yBeJqHYeHHe o6beMa. TpyIHOH KJAeTKH (B OCHOBHOM 3a
CYyeT NepefHe3aHEr0 AHaMeTpa), He3HAUMTEJbHOE, HO
MOCTOSIHHOE CHHXXEHHE 3KCKYPCHH JIETKHX.

Jns GoJbLIMHCTBA JAeTed TPYAHOro Bo3pacTa Xapak-
TEPHO HaJlMuue TPHaAbl CHHAPOMOB:

— peclnUpaTOpHbLIH;
— kuweyHslit (quapesi co creatopeei);
— OTCTaBaHHe B (DH3MYECKOM Pa3BHTHH (BblpakKeHHas

THIIOTPODHS).

Opnaxo popuTeny MOryT o6paTHTh BHUMaHKE Bpaya H
Ha [Ba MJIM Jlak€ Ha OJMH H3 BHIIEYKA3aHHBIX CHH-
APOMOB, KaXKAblH H3 KOTOPBIX JO/UKEH MOOYAHTb K Mpo-
BeJleHHsl AU epeHIHalbHON IHarHOCTHKH.

[ToBTOpHEIE “KMILEYHBIE KOJHKH” MOTYT OBITh NEpPBLIMH
CHUMIITOMaMH Yy psiia 6osbHEIX MB 11KosibHOro Bospacra.
Ipu UX Kn1MHHYeCKOM 06C/IeI0BaHHH MANLIMPYIOTCS “TIJIOTHBIE
o6pa3oBaHns” (KHIIEYHOE COHEPKHMOE, CMEIIaHHOe C
BSI3KOH, TJIOTHOM CJIU3bIO, B HJIEOLEKAJIBHOM YIJIy), KOTOpLIE
MOTYT BeCTH K METEOpH3MY KHIIeYHHKa, MOBTOPHBIM
60J1M, TOBTOPHLIM pBOTaM, 3anopam. [Ipu peHTreHo-
JIOTHYECKOM 00CJ/IeJOBaHHH OpPraHoOB OpIOLIHOH MOJIOCTH
OOHapy>KHBAIOTCS “NAaTOrHOMOHHYHBIE” YPOBHH YKHAKOCTH.

Boigensiior caenyouye ocHOBHblE dopMbl MB:

— CMeIllaHHas, C MOpaXX€HHEM >KeJly0YHO-KHLIEYHOro

TpPaKTa W GpoHxoJerounoi cucremsl (75—80%);

— npeuMyliecTBeHHO JerouHas (15—20%)
— npeumylecTBeHHO KuledHas (5% ).

HekoTopble aBTOpPHl BBIAEJSIOT TaKXKe MEYEHOUHYIO
tdopMy ¢ sIBJEHHAMH LHPPO3a, NOPTaJbHON rHIIepTeH3HEH
M aCLMTOM; HM30JMPOBAHHYIO 3JIEKTPOJHTHYIO (mceBno-




mopud. H.U.Kanpanosa, 1995)

Tabnuua 1

Cxema NnporpeccupoBaHnsa XpPOHUYECKOro GpOHXONEeroYyHoro npouecca npu mykoeucumpose (A.Henneguit, 1983 B

Cragus
Nokasarens
0 (nateHTHan) 1 2 3 4
) s
Kawens Her Mepuopuyeckuin MpuctynoobpasHbiii  MOCTOSHHBIN MOCTOAHHBIN,
cyxomn no yTpam 1 NPy KOKNIOLWENoAoOHbIM — HaBA34MBLIA A0
dunanyeckon PBOTHI
Harpyske
MokpoTa Het CJ'IVISl/ICTO- [HoWHas, BaAskas [HoOWHasa B Buage [HoMHas B BUAE
rHOMHas (vyawe yTpom) cnenkos, CNenkos ¢
(nepuoguyecku) NOCTOAHHO NpoOXunkamm
KpOBu
Oppbllika B NOKoe Het Het HeaHnauutensHas YMmepeHHas BblpaxeHHas
OpapllWKa Npu HanpsXxeHun Hert HesHauutensHas YmepeHHas BbipaxeHHas BbipaxeHHas
[onoc He HapyweH I'Iepwo,uuuegxu Oxpunwui Oxpunwuia, pedb  Oxpunwuia, pedb
OXpUnNNbIvA npepbIBUCTas npepbiBUCTasN,
3aTpyAHEHHas
Manblb! B BUAe “GapabarHbix nanoyek” Her Het OT+po++ OT ++ go+++ 4+
[edopmauna rpyaHoRn KneTku Het Her HesHauurtensHoe YmepeHHoe BbipaxeHHas
BbibyxaHue KunesuaHoe “KypwHas rpyab”
J‘ rPyAVHbI BbIbyxaHue
‘ rPYAvHbI
f KpaTKkoBpEMEHHbIE CMOHTaHHbIe Het Het Mepuoanyeckun Yacto ExenHesHo B
TemneparypHble “ceykn” (37,5—39°C) Teyeume 3—4
yacos (40°C)
Annetut CoxpaHeH YMepeHHo “Bonyuin” CHUXeH Pe3ko cHwxeH
NOBbIWEH
Macca Tena Hopma Oeduumt o 20% LAedwumt oo 30% Adedpuumt go 40% Leduumt 40% wm
6onee
Poct Hopma Hopma HesHauutenoHoe YmepeHHoe BbipaxeHHoe
OoTCTaBaHue oTcTaBaHue oTcTaBaHue
MpuaHaku “neroyHoro cepaua” Her Het MNeperpyaka CdhopmuposanHoe [ekomMneHcupo-
npasbIX OTAEN0B “neroyHoe BaHHOE
(dopmupytowieecs cepaue” “neroyHoe
“neroyHoe cepaue”
cepaue”)
XWU3HEHHass eMKOCTb NIerkux HopmanbHas CHuxeHa Ha 30% CHuxeHa Ha 40% CHuxeHa Ha 50% CHwxeHa 6onee
50%
O6bem hopcrpoBaHHOO BbiaoXa 3a 1 cex Hopma CHuxeH Ha 30% CHuxeH CHuxeH Ha 50% CHuxeH
Ha 30—50% 6onee 50%
- pO2 Hopma Hopma CHUXeEHOo 70—50 mm pT.CT. MeHee
A0 70 MM pT. CT. 50 mm pT.CT.
pCO2 Hopma Hopma Bbiwe Bbiwe Bbiwe
| 50 mm pT.CT. 60 MM pT.CT. 80 MM pT. CT.
l - ~
PeHTreHorpamma rpyaHoun KneTku HopmaneHas HeaHauuTenbHas YmMmepeHHas To xe, 4To M BO  To xe, 4Ton B 3-11
runepuHnauus amdpuaema, 2-1 cTagum + craguu +
C YyCUNEHUEM 3Ha4YUTENLHOE anddyaHble MHOMBUAYaNbHbIE
NEroYyHoro yCUneHue u 6poHX03KTa3bl + OCNOXHEHUA
puUcyHka nedopmaumns NHEBMOHUYECKan (peHTreHonoru-
(peHTreHonoru- NeroYyHoro nHpunbTpauma YECKU NHOEKC
YEeCKUit NHAEKC pPUCYHKa, (peHTresonoru- 15 n 6onee
4—6 6annos) fIOKanbHble YECKUI UHOEKC 6annos)
6pPOHX03KTa3bl 10—15 6annos)
(peHTreHonoru-

YECKUIN NHOEKC
6—10 6annos)

A cungpom Bappera); MeKOHHEBYIO HEMPOXOAUMOCTD; aTH-
! NMUYHBIE U cTepThie (GOpMbl MYyKOBHCIH/03a.

JlnarHos B HacTosillee BpeMst 6a3upyeTcs Ha HaJHYHH
XPOHMYECKOro OPOHXOJEroYHOro npouecca, THIHYHOTO
KHLIEYHOro CHHApOMa, caydyaeB MB y cHO6COB H MOJIOXKH-

TeJbHOTO NMOTOBOro tecra. B maHudecTHOH opme aHar-
HOCTHKA He Bbi3blBaeT TpyaHocTeH. IlaTOrHOMOHHYHBIM
OCTaeTcsl MOTOBLIH TECT, KOTOPbIH MPOBOAMTCS He MeHee
TpeX pa3 METONOM IHJOKapMHHOBOro 3JekTpodopesa,
paspabotanHoro I'n6conom u Kykom B 1959 r. IIpy MB

e P



Coflep)KaHHe HaTpHsl U XJlopa B MOTOBOH >KHAKOCTH Ipe-
BhiiaeT 60 MMOJIb /1, IPM TOM HaBecka MoTa JOJKHA
obiTh He MeHee 100 mr. OnpezeieHne 3JeKTPOJIHTOB 0T
MOXeT OBIThb OCYIIECTBJIEHO C MOMOLIbIO MOPTATHBHOIO
ckpunnnrosoro CF-unpukaropa (“Scandipharm”, CILIA).
[TpoBeneHHEIE HAMH HCCJEJOBAaHHS CBHJETENbCTBYIOT O
XOpoluei KOppeJsillii pe3yJ/bTaToB C JaHHBIMH KJIaCCH-
yeckoro meropa. IIpw mnosyyeHHH MOrpaHHYHBIX 3Ha-
yeHHH xJopuoB nota (40—60 mmoub /1) HeoGXoaUMO
nposoauth JJHK-ananus.

BaxkHocTb paHHeH auarHocTHKH MB cBsizaHa ¢ psiioM
(hakTOpOB:

— paHHssl ajeKBaTHasi Tepanusl yJydllaeT TeyeHHe H
NporHo3 3aboJsieBaHKs, UTO MO3BOJSIET H36eXaTh pas-
BHTHSI HEOOPaTUMBIX GPOHXOJIETOUHBIX MOPAXKEHHH;

— CBOEBpeMeHHast KOpPeKUHsl HapyLIeHHH XKeJyl04HO-
KHILIEYHOTO TPaKTa MpeaynpeXxnaeT pa3BHTHE THIIO-
TPOHH;

-— NpaBHJIbHbIH paHHHH aAuarHo3 MB nosBoasier usbe-
XKaTh HEHYXXHBIX, 0OpeMEeHHTENbHbIX, JOPOrOCTOSILHX
JIMarHOCTHYECKHX W TepaneBTHUECKHX MEepONpPHSITHH;

— CBOEBpEMEHHOe BOBJIeYEHHE DOAHTENeH B JieueOHO-
peaGHIHTALMOHHbIH MpoLecc;

— CBOEBpEMEHHOe pelleHHe NpodJeMbl MpeHaTalbHOH
JMarHOCTHKH B MepPCNeKTHBHbLIX H HH(OPMAaTHBHBIX
CeMbsIX.

DBesyc/oBHEIF HHTEpeC y Y4YEeHBIX M CHEeLHaJIHCTOB,
3aHMMalolXes npobaemoii MB, npeacraBaser Koppe-
JSIUMA KJAHHUYECKHX (OopM, XapaKkTepa H CTENeHH Hapy-
LIEHHsT OTHEJNbHBIX OPraHOB M CHCTeM, OcoOeHHoCTeH
TeyeHHss MB ¢ xapakTepoM MyTalMH MaTOJOTHYECKOro
reHa: romosurota no AF508; rereposurora no AF508;
coyeTaHHe ABYX HEH3BeCTHbIX MyTauui. Hawm Habuo-
JleHHs 1 o6caeioBaHne 225 GOJbHBIX C pa3HBIMH (hopMaMu
GOJIe3HH, BOBJIEUEHHEM PA3/IMYHBIX OPraHOB U CHCTEM, HaJlH-
YHeM TeX HJIH HHBIX OCJOXXHEHHH, YPOBHSIMH 3JIEKTPO-
JIUTOB TOTA MO3BOJIIET OXapaKTepH3oBaTbh l-10 rpymnmy
Kak HauboJjiee TSXKeqylo.

B sroii rpynne Habuofanachk paHHSS MaHH(pecTaluus
— y 57 % nereii mepsble NpH3HAaKH 3a60JeBaHHs C
poxaenus, y 84% — B nepsble 6 MecsileB XH3HH, a K
rony — y 95% nereii. OTmeueHa GoJibluasi 4acToTa
paHHUX HebaaronpuaTHeIX HexonoB (18% — no 6 mecs-
ues, 11% — po | roma), a TakxKe HaJH4YHe TaKHUX
OCJIOXKHEHHH, KaK LMppo3 neueHd, — y 28% nereit,
seroynoe cepaue — y 52%, paHHSISi XpPOHHYECKast KOJO-
HM3aLKsi CHHErHOHHOM nanoukoll — y 75% meteit, npuuem
B aCCOUMALKH C APYTUMH MHKpoGamMu — B 47 % cayuaes,
GoJiee yacThle M TsXKeJO mporekaiowue oboctpenus (o
THIy NHEBMOHHH — y 31%, 1Mo THMy 6pOHXHTa — Y
51%). YacToTa MEKOHHAJIBHOTO Hjleyca CPeld YMepLIKX
neteit or MB B nannoit rpynne — 7,4%, o6ias yactota
— 2,7%. Bce Habuogaemble 1€TH JaHHOH TPYNMbl GBLIH
C HEJ0CTAaTOYHOCTLIO 3K30KPHHHOH (DYHKLUHH MOMKeJy-
NOYHOH JKeJe3bl, Y MOJOBHHBI GOJILHEIX BBISIBJAEHA 3HJIO-
KPHHHas AMCHYHKIHS MOIXKENYA0YHOM JKeJessl, a B 28 %
cjlyyaeB PHCK Pa3BHTHSI caxapHoro axabera.

Hapsny ¢ 3THM HMeloTCst COOOIIEHUsT O KpalHe Tsixke-
JoM TeueHHH MB ¢ gpyrumu mytauusmu [8,10], uto
HaXOMMT OTPa)KeHHWEe W B CEPHM HALIMX HaGJIONEHHH, B

yacTHocTH npu myTauusix W1282X, G542X, N1303K u
ux Kom6uHauuu ¢ AF508. OTHOCHTENIBHO JIerkoe TeYeHHe
3aboJieBaHusi Mbl HaOaiofnasu mpuH MyTauusx R334W,
S1196X uau ux coueranusix ¢ AF508 [2,3].

BoipaxkeHHBIH nosumopdusm MB onpenensier Bapu-
aHTHI ero TeueHust. Hanbosiee THIIHYHBIM SIBJIS€TCS TOCTe-
NeHHOe Hayajlo C Pa3BUTHEM XPOHHUYECKOro, Hepeako (y
OJIHOM TPETH, M0 HALLHUM AaHHbIM) O6CTPYKTHBHOTO, GPOH-
xuTa. Pexe, 0ObIYHO y JleTel paHHEero Bo3pacTa, MOXKET
HabJIoAaTbCsl OCTPOE HAyajo C pa3BUTHEM ITHEBMOHMH,
NPHHHMAIOLIEH TSKeJOoe TeueHHe H PeLHAHBHPYIOLIHH
xapaktep (y 18%, no Hawum ,llaHHbIMS) [2].

JlaHHble JHTepaTypbl H MHOroJIeTHHE COOCTBEHHbIe
KJIMHHYECKHE HAOJIOIeHHs CBHACTENbCTBYIOT O TOM, UTO
y HEKOTOPBIX OOJIbHBIX, AHarHOCTHPOBAHHLIX CBOEBpe-
MEHHO M TMOJIyYalolMX aJleKBaTHOe JieueHHe, OTMeYaeTcs
OBICTPOE M HEYKJOHHOE NMPOTrPecCHPOBaHHE XPOHHYECKOro
6poHxosierouHoro npouecca. C apyro# CTOpOHbI, Y HeGOJIb-
1IOro yHcJsa GOJBHBIX, AaXKe NMPH MO3AHEeH AHAarHOCTHKE
M, CJIEIOBATEJIbHO, IPH OTCYTCTBHH aJleKBaTHOH JieueGHo-
peabHIMTALHOHHOH MNOMOIUH, HabJjionaeTcss 6Jaronpu-
siTHOe TeueHHe MB, 4TO Mo3BosisieT UM JOCTHYbL B3pOC-
Joro cocrosiHus. K coxkanenuio, jaxke B COBpeMEHHbIX
YCJIOBHSIX TIPH HAJIMYHH OIHOH M TOH K€ MYTalHH HeBO3-
MOXXHO NpeJCKa3aTb XapaKTep TedeHHs OoJie3HH. ITo
CBSI3aHO KaK C TeHeTHYECKHMH OCOGEHHOCTSIMH KOHKpeT-
HOro GOJILHOTO, TaK M C APYTMMH acleKTaMH: BIMSHHEM
OKpY»Kalolleid cpefbl, afeKBaTHOCTbIO JIEYEHHS, COCTO-
SIHUEeM MHUTaHHS, CTHIEM XH3HH, HMMYHHBIM CTaTyCOM H
COOTBETCTBEHHO peaKLHel MaKpoopraHH3Ma Ha IepcHc-
THPYIOLLYIO BHPYCHYIO H XPOHHYECKylo GaKkTepHasbHYIO
unpexuuio [2,3].

BaxkHylo posib B MEAHKO-COLMAJILHOH peabHIHTALWH H
ajanTtauMd GosbHbIX MB wurpaior useHsl cembu. O6a
POAMTEJIST AO/IKHBI ObITh MOJHOCTbIO HH(OPMHPOBAHEI 0
cyTH 6oJIe3HH, ee NMpPHYHHE, XapaKTepe H 0COOEHHOCTSIX
JleueHHs X pebeHKa, a TakKe 0O0y4yeHbl psify JieueOHbIX
H peabHJIMTallMOHHBIX METOAOB. ['eHeTHYeCKOMY KOHCY Ib-
THPOBAHHIO MOJJIEXKAT HE TOJBKO POAMTENH, HO MW Bce
XKeJalolue NoJay4YuTh ero uyjeHsl cembd. JJHK-o6cieno-

‘TpaHcnnauTauusi nerknx.
W reHHas MHXeHepusa
A

[ AHKasa n ammunopun
‘ =
Creunduiockue s/ aHTHGHOTUKN
M MHransguMOHHbEE aHTUOMOTUKY
XOpOWMWA KOHTPONb acTMbl  OGbIYHBIE AHTHOMOTHKM
A

ERNRTTE LS OMBER R SRR s ISR R
o ~ DYHAAMEBHT yCnewHoi Tepanun :
Auera duauno- Crpykrypa | Moaaepxka Yucroii
depMenTh Tepanus KNHHUKKM | (B3aumocBaA3b BO3AYX
c pH- (nepcoHan, | spay-cembs- [ (NOANIOTAHTH,
YYBCTBUTENLHOM perynapHoie | 6onsHOM MB- | Kypenue cpeau
060n04K0#), OCMOTPLI accouMauun) | YNeHoB CeMbH)
BUTAMUHbI

Puc.7. Crynexu KOMNNEKCHOro Ne4eHus MyKOBUCUMA03a B 3aBUCUMOCTM OT
Hanuumsa dpuHaHcuposanus (Ch.Rolles, 1996).




BaHHMIO MOJIEXHUT GosibHOH MB, a TakKe POAMTENH IIPH
)KeJJaHHH HMeTb elle JeTeH.

Jleuenue nereit, 60abHbIX MB, npeacTasi/sieT TPYAHYIO
3ajiauyy U TpebyeT 3HauMTeJIbHBIX MOPaJbHbIX U (pU3HUec-
KHX CHJI, a TaK)Ke BPeMEHH M MaTepHasbHbIX 3aTpaT. B
Haweil cTpaHe neTH, GoibHble MB, ¥ HX ceMbH HMEIOT
psiL JIBFOT, OJIHAKO MX MepeyeHb, C Halled TOUKH 3peHHH,
JOJKeH OBITh CYIIECTBEHHO pacIUHpeH W MpOJJIeH B
po3pacTHOM acrekte. BosnbHbie MB 0/KHB HMETh BO3-
MOYKHOCTb TFOCITHTAJIH3UPOBATHCS B ClELHaJH3HPOBaHHbIe
LEHTPbl, CETb KOTOPHIX B HacTosilllee BpeMsl B Halled
cTpaHe cosfaercs. JleueHHe He OrpaHHYUBAETCS YHCTO
MEJMIMHCKUMH MEPONpPHATHSIMH BO BpeMsl TOCIHTAJH-
3alMM, crenranuctsl MB-LeHTpa BHOCAT KOPPEKLHIO B
Jieue6HO-peabHIUTALMOHHbIH PEXXHM KOHKPETHOrO 60JIbHOro
nocie ouepenoro (1 pas B TpH Mecsila) AeTajbHOro
obcaenoBanusi. OHO NOJ/KHO BKJIOYATh B cebst aHTPOIO-
MeTpHUecKHe NaHHble, nokasaread PBJI, obuwwmi KanHH-
yeCKMH aHaJM3 KPOBH M MOYM, KONPOTrpamMmy, aHalju3
MOKPOTBI Ha (pJIOPY H UyBCTBHUTEJILHOCTb K aHTHOHOTHKAM.
He pexe opHoro pasa B roj GoJbHOMY HEOOXOAHMO
NMPOBOAMTb PEHTreHorpaduio rPyAHOH KJIETKM H oOrpe-
JleJieHHe KOCTHOTO Bo3pacTa, 6HOXMMHYECKOe H HMMYHO-
JIOTHYECKoe MCCJIe/IoBaHHEe KPOBH, aXorpaduio cepaua
opraHoB GpIOIIHOH MoJIocTH. B nocjieqHue roisl y Hac B
cTpaHe pa3BHBAIOTCS TakHe (OPMBI aKTHBHOrO AMCIAH-
cepHoOro HabuoieHus], KaK “JIHeBHOH CTalMOHap” W BHYTpH-
BeHHasl aHTHOaKTepHaJslbHasl Tepanus Ha AOMY, KOTOphle
WIMPOKO PaclpOCTpPaHeHHl Ha 3anajie ¥ HaXOAsAT MOJIOKH-
TeNbHBIH OTKJIMK y HAUIWX GOJIBHBIX M HX POJAMTEeH.

Tepanust MB HocuT KoMIuIeKcHbIH xapakrep (puc.7).
OuHlleHHe AbIXaTeJbHBIX MyTeH Ha MPOTSKEHHH MJIH-
TeJIbHOTO BPEMEHH OCTaeTCs OAHOH M3 IVIaBHBIX 3a/1a4 MpH
MB. MeToasl KHHE3HTEpanHH MOCTOSHHO H3MEHSAIOTCS.
Tax, mocTypaJibHbIH ApeHaX U Kaond-Maccax — “30J0Thle
cTaHAapThl” TEXHHKH YCTYNaOT MECTO APYTHM, He Tpely-
IOLAM TOMOLUHHKA, OTHUMAIOIMM MeHbLIEe BPEMEHH, SiB-
JSIOIMMCST MeHee GoJie3HeHHBIMH M TPaBMaTHUHBIMH MCH-
XOJIOTHUECKH, TMO3BOJISIIOLIMM MPOAYKTHBHO 3BaKyHPOBAaTh
MOKpOTY Ja)Ke NPH HaJH4HH rpyObIX AedopMaliuii rpyaHON
KJIeTKH M 00JIaflalolliiM TaKOW K€ WM Jake OoJibLueH
3 peKTHBHOCTbIO. AyTOreHHbIH peHax, popcHpoBaHHas
3KCMHpaTOpHAasi TeXHHKa AblxaHHs, npumeHeHue PEP-
Mackd u ¢uaattepa (puc.8) B HacTOSIIHA MOMEHT SBJISi-
I0TCSI IPEANOYTHTEbHEe CTapblX METO/IOB ellle H TeM, YTO
C MX MOMOILBIO yHaeTcsi H30eXKaTb HEKOTOPBIX OTpHUA-

nHdexuns
3aCTO# MOKPOTHI socnanexue
» 4
\ /
\
\ ;, [MNeppeaxkTUBHOCTb
XpOHW3auusa \ i 6pOHX0B
\\ ’ 1
1
\ 1
’ !
obcTpykuns : ¥
w \ ancnHod —---acTMa
N \ '
~
~ \ .
N
BO3/eicTBUE
DJIATTEPA

Puc.8. Boapeiicteue dnartrepa.

TeJIbHLIX SIBJEHHH, TaKUX KaK TMIIOKCeMHMsl, racTpo33o-

dareansHblii peduiioke (MHOrga ¢ acnupaumei), aaxe

OpOHXOCMAa3M, KOTOpble BO3HHKAIOT BO BpeMsl MJIH cpasy

JKe TocJie TPOBeJIeH|s OCTYPaJILHOTO ipeHaka H KJornd-

Maccaxka. OnHako aqisi geTed MJajuero Bospacrta, 0Co-

OeHHO TPYAHBIX, CTapble METOAHKH OCTAlOTCSl aKTyallb-

HBIMH, TaK KaK He TpeOylOT aKTHBHOTO y4acTHsl camoro

60JILHOTO.

B Hacrosillee BpeMsi B psiile 3amafHBIX CTPaH BpauH
OTKAa3bIBAIOTCSi OT NMPHUMEHEHHS] CTaHJapPTHBIX MYKOJHTH-
KOB M3-32 HX pa3/ipakalollero JeHCTBHS Ha AblXaTeJbHble
nyTH (Tak aueTHILMCTEMH MOYXKET BbI3BaTh Y HEKOTOPHIX
GoMbHBIX GpOHXOCMAa3M), B TO e BpeMsi B I'epMaHuH,
Wranuu, PoccHu OHM IMPOKO HCMOJb3YIOTCS U HE TOJBKO
TNpH MyKOBHCLMJI03€e. Y JOOHBIMH [/l IeTeH CJeyeT Npus-
HaTb ()OpMBI BBINyCKa B BHJE MOPOLIKOB C (PPYKTOBBIMH
no6aBKaMH WJH TabJIeTOK AJISl MPHTOTOBJIEHHS LUMIYYHX
HanuTKoB, Hanpumep ALILL pupmer "Hexal”.

Bopsba ¢ uH(pexuxHe#d U NpUMeHeHHe aHTHOHOTHKOB
OCTaeTCsl OJHOH H3 OCHOBHbIX COCTABJISIIOLUMX Teparmuu
GonbHEIX MB. Paspa6oTaHo MHOXKeCTBO Pa3/IHYHBIX KOM-
OGuHaLMK aHTHOAKTEpHAJBHOH TepanuHi ¢ y4eToM MHKpO-
OGHOJIOTHYECKOTO HCCJIEeOBAHHS MOKPOTHl Ha HaJjHyHe
TOrO WJIA WHOTO MHKPOOpraHM3Ma W ero 4yBCTBHTEJb-
HOCTH K aHTHOHOTHKAM.

AHTHOHOTHKOTEpANUS NpefycMaTpUBAeT PSL MPHHLIKIOB:
— GasupyeTcsi Ha pe3yJbTaTax KOJHYECTBEHHOrO Orpe-

HeJeHHs] TPHYMHHO 3HAYHMOro MHKpob6a GpOHXHaJIb-
HOTO CeKpeTa;

— BBICOKHE J103bl aHTHOMOTHKOB GaKTepHLUHAHOrO JeH-
CTBHS;

— TnpoioHrupoBaHHble (2—3 Henenu) Kypehl JeYeHHS,

— KOMOWHALMH NpenapaToB AJIS MPEOAOJIeHHsI pe3uc-
TEHTHOCTH;

— HHransuMs aHTHOMOTHKOB B HHTEpBaJlaX BHYTPHBEH-
HBIX KYPCOB HJIH TIOCTOSIHHO TMPH XPOHHYECKOH KOJIO-
HU3aUUH CHHETHOHHOM MaJIOYKH.

B nocnepHee BpeMsi aHTHOMOTHKH NPHUMEHSIIOTCS HE
TOJIBKO BO BpeMsi 060CTpeHHsi GPOHXOJIErOYHOro rnpouecea,
HO M ¢ “mpoduiakTHyeckoi” ueabio. [Ilupoxko mpume-
HSIIOTCS] HHTA/ISILMOHHBIE KYpChl aHTHOAKTepHabHOH TeparuH,
Kypchl TableTHPOBAHHBIX AHTHCHHErHOMHBIX IpenapaToB
TPYNNbl XMHOMOHOB (UMNpOGJIOKCALUHH), BHYTPHBEHHOE
BBeJlcHHe aHTHOMOTHKOB Ha JIOMY, Y4TO MO3BOJIseT H30e-
)KaTb HE TOJbKO >KH3HEHHBIX OrpaHHYeHHH H OOJbLIMX
MaTepHaJbHBIX 3aTpaT, CBSI3aHHBIX C FOCMHTANH3ALHEH,
HO H YMEHbLIHTb BO3MOXHOCTb MepeKpecTHOro HHQH-
upoBaHusa 60abHbIX [2,10].

Haiu onbiT npuMeHeHHs! LWUNpodJioKcalunHa H ohJIoK-
caurHa y 139 GosbHbIX B Bo3pacte oT | roga 10 mecsiues
no 16 et B TeueHHe MOCJEAHHX TPeX JIET CBHAETE/b-
CTBYET, UTO (PTOPXHHOJIOHBI ABJASIOTCS BHICOKO3(DHEKTHB-
HBIMH B JIeYUEHHH XPOHHYECKOH CHHEerHOWHOH OGpoHXoJe-
royHoi MH$pexuun npu MB. Hawu nabmoneHus cBuue-
TEJBCTBYIOT O BbIPaXXEHHOH KJIHHHYECKOH 3((EeKTHB-
HocTH uunpobas (uunpoduokcaunna) pupmsr “Bayer”,
[epmanusi. BaXXHbIMH NpeHMyILecTBAMH XHHOJIOHOB MO
CPaBHEHHIO C aHTHOMOTHKAMH APYTHX Tpynn $iBJsieTCS
yHOGCTBO MpHEMa BHYTPb, UTO OCOOEHHO BaXKHO B JIETCKOH
npaktHke. OueHb Xopolllee HaKOMJIeHHe WX B MOKPOTE C

T,
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[] Mocxksa  [___] Cayrremnto

Puc.9. CpasHeHve 8eCO-pOCTOBbIX nokasatenei 60bHbIX MyKOBUCUMAO-
3om gerteit us r.Mocksbl u r.CaytremntoHa (BenukobGputanus) Ha doHe
npuema npenapata KPEOH.

IVTUTEJNbHBIM TTEPHOJOM MOJYBLIBEAEHHS MMO3BOJSIET MpPH-
MEeHSITb (PTOPXHHOJIOHbl 2 pasa B cyTKH. OueHb BaXKHa
BO3MOXXHOCTb MX KOMOMHALMH C aMHHOINNIMKO3HWAAMH H
uedasocnopuHaMH y TsxKeablx GoapHbXx MB. Heo6xo-
JIMMO, Ha Hall B3TJISJ, MPOAOKHTb PaboTy MO MOHHTOPH-
POBAHHIO H CTATHCTHKE MOOOYHBEIX 3(PPeKTOB, 0COOGEHHO
Y JUIHTEJIbHO NMPUMEHSIIOLMX 3TH npenaparthl. [Ipeacras-
JsieT HHTepec uayueHue apdekTHBHOCTH y GobHbIX MB
audTOpXHHOMOHOB (loMedIIoKcaLKHa).

BesycioBHO, BEKHBAEMOCTb H KaYeCTBO XKH3HH GOJIbHBIX
MB 3amMeTHO M3MEHHJHCb C BHEADEHHEeM HOBLIX aHTH-
CHHETrHOMHBIX aHTHOAKTepHaJIbHbIX MpPEenapaToB W Mpexnue
BCEro aMMHOINIHKO3H/OB, MEHHLMJIHHOB, LedaJoCnopH-
HOB M XHHOJIOHOB. TeM He MeHee OCTaloTCHl CMOPHLIMH
BOMPOCH! NMPOMHIAKTHIECKOTO HX MPHMEHEeHHs, 103, K-
TeJbHOCTH KypcoB. Tax, 60JIbIIHHCTBO aBTOPOB CKJIOHHDI
MPUMEHATb aHTHOHOTHKH NPH PaHHHX MPHU3HAKAX aKTH-
BH3aLMK BOCMAJEeHHST HIH 000CTPEeHHs1 GPOHXOJIErOYHOro
npouecca ¢ NPOJOHTHPOBAHHEM KYpPCOB N0 ABYX-TpPeX
Heneas [1,2,3,10]. K kiuHUYECKHM NpH3HaKaM, Npeayn-
pexaaiouuM 06 060CTPEeHHH, MOXKHO OTHECTH: YCHJEHHE
Kauuisi, H3MeHeHHe XapaKTepa MOKPOTHI, e KOJIHYecTBa
M UBeTa, CHH)XXeHHe (PH3HYEeCKOH aKTHBHOCTH M palo-
TOCNOCOGHOCTH, YBEJIHYEHHE OABILIKH, YXYAUIEHHe caMo-
YyBCTBHS, OCTAHOBKA IMHAMHKH MacCHI TeJla, HapacTaHHe
ayCKyJIbTATHBHOH KapTHHBI B Jierkux. [ToaTBepKaeHHeM
obocTpeHus apisioTca nokasatead ©BJI v naHHbe peHT-
reHorpauu rpyaiHOlH KJI€TKH, FeMaTOJIOTHYeCKHe CIBHTH.

XopolHi HYTPUTHBHBIH CTAaTYC — OJHA W3 OCHOBHBIX
uesedt B JeyeHuH GosbHoro MB. O6uienpusHaHo, 4TO
6osbHble MB ¢ XOpoluM (hH3HYECKHM pa3BUTHEM HMEIOT
JIYULIHHA MPOrHO3, CBSI3aHHbIHA ¢ 60/bLIEH aKTHBHOCTbBIO U
NepeHOCUMOCTbIO (PH3HYECKHX HArpy3o0K, JYYLIHM pa3BH-
THEM JIbIXaTeJIbHOH MYCKYJIaTYphl U JIYYILHMH TOKa3aTe-
JSIMH HMMYHHTETA.

HameHnenus, BHeCEHHbIE B MTOHUMaHKe NMPo6JeMbl IHeTO-
TepanuH, MO3BOJIMJIW Ha (oHe npHeMa HOBBIX (hopM
naHKpeaTHYeCcKUX (epmeHTOB ¢ pH-uyBCTBHTENLHOH 060-
JIOUKOH 3HAYKTEJIbHO YJYYLIHTb COCTOSTHHE 60JbHBIX MB.
B HacTosillee BpeMsi Mbl peKOMEHAYyeM BBICOKOKAJOpPHIA-
Hyl0 AHeTy 6e3 OrpaHH4YeHHs! XXHPOB, KOTOpasi Crnocob-

CTBYET ropasfo JyulleMy MOANep>KaHHIO HYTPHTHBHOTO
cratyca. Kpome Toro, paspabaThiBaioTcsi HAy4HO 060CHO-
BaHHBIE J103bl XXKHpopacTBOpUMbIX BUTaMHHOB (A, D, E n K),
KapOTHHOMJOB H JPYTrHX 100aBOK, B YaCTHOCTH MHKPO-
3/1EMEHTOB.

OTH BO3MOXXHOCTH OTKPBIIUCh C MOSIBJIEHHEM I'PaHYJIH-
POBAHHBIX MM MHKPOTabJeTHPOBAHHBIX (PEPMEHTOB C
pH-uyBcTBUTE IBHOH 060s10uKOM: Kreon, Ultrase, Panzitrat
# T.14. [IpH X MpHMEHEHHH HET HeOOXOIHMOCTH HCKJIIOYATh
MJIH OrpaHUYUBATh XKUP. CyIeCcTBYIOT pas3iMuHble GOPMEI
3THX (DEPMEHTOB, OTJIHYAIOLIHUXCS MO COAEPIKAHHIO JIHNA3bl
(3000, 5000, 8000 EII), amusiassl W NpoTeasbl B OIHOI
KarcyJe.

Hamu npoBeieHa coBMecTHas paboTa CO CreLualIuc-
tamMu MB-uentpa ropona CayrremntoH (Besmko6puTanus)
npu momaepxxke ¢upm: “Duphar-Solvay/ Healthcare”
(UK), “Solvay-Pharma” (Germany), 1o U3y4eHHIO 3¢-
(HEKTHBHOCTH 3aMECTHTEJIbHOrO MaHKpeaTHyeckoro dep-
meHta Kpeon [11]. PesysbTaTel TpexjeTHero wccieno-
BaHHS M KJIMHHYECKOrO HaOJIONEHHS! CBHAETENbCTBYIOT,
YTO COCTOSIHHE Tpynnbl jAeTed, GosbHbBIX MB, MOCKOB-
CKOrO per{oHa 3HAYMTEJbHO YJYYLIHJIOCH; MO TSXKECTH
TeueHHst 3a60/IeBaHKs, BEIPAXXEHHOH B 6aJjjlax Mo 1iKaje
[IIBaxmana—Tayccura oHH nepecTand JOCTOBEPHO OTJIH-
yaThesl OT aHMIMHCKMX cBepcTHHKOB [3]. Ha doue yiyu-
LIeHHsI HyTpUTHBHOro craryca (puc.9) u ucuesHoBeHus
MHOTHX Npo6JIeM, CBSI3aHHBIX C HEJOCTAaTOYHOCTBIO MOJKe-
JIyIOYHOH KeJie3bl, ObII0 OTMEYEHO OCTOBEPHOE CHHIKEHHE
YacTOTHl U TSXKECTH 06OCTPEHHH GPOHXOJIErOYHOro Mpo-
ecca, MoATBepxKAeHHoe nokasartesimu PBJ u peHtre-
HoJloruyecko kapThHo# (wkana Kpucnena—Hopwmana).
[TosTOMYy MBI HOJMXKHBI IPHJIOXHTE BCE YCHJIHS, YTOOBl H
poccuiickie 6osbHble MB Morsu nojy4aTth afiekBaTHOE
COBpPEMEHHOe (pepMEeHTAaTHBHOE JIeYeHHE.

[Tpu BHIMOMHEHHH YKa3aHHOTO BbILLIE TPOEKTa Mbl BEISIBHJIH,
YTO HEOOXOAMMBIM YCJOBHEM [JIs1 YJIy4LIEHHS MpOrHo3a
3a60/IeBaHHs ABJSIETCS He TOJBKO ONTHMH3alMs Tepa-
MUK, HO W pEryJjsipHOe, He pexe OJHOro pasa B TPH
Mmecsilla, akTHBHOe HabJiofieHHe 3a OOJIbHBIMH BHE 3aBH-
CHMOCTH OT 060CTpeHHsi 6poHXoJerouHoro npouecca [11].

B nocsiennue roasl pazpaboraHbl HOBblE (hOPMbI BEICOKO-
aKTHBHBIX (pepMeHTOB ¢ cofepxkanuem 25 000 EJ] aunassl
u Boiwte: Kreon 25 000 (“Solvay”, Germany), Panzitrat
25 000, 40 000 (“Knoll”, Germany), Pancrease HL (“Cilag
AG International”, USA), Ultrase 24 000 (“Scandipharm”,
USA) u 1.0 DTH npenapaThl MO3BOJHJM YMEHbLIHTh
KOJIMYECTBO KarcyJ, NpUHUMaeMblX 6osbHbIM MB, uTto
AJISi MHOTHX SIBHJIOCH YHOOHBIM. OJiHaKO NMOSIBUBLIKECS C
1994 rona cooblieHHsI O 'PO3HOM OCJIOXKHEHHH 3abouie-
BaHHSl Ha (OHe HX NpHeMa — CTPHKTYpHl TOJICTOrO
KuleyHHKa (mepBble cjyyad nosiBuaxch B 1992 ropy,
ceiiyac MX uyucio He npesbiaer 100 60/bHBIX), BBIHY-
AMJIM BpayeH BCEro MHpa C OCTOPOXKHOCTBIO OTHOCHTLCS
K BHOBb CO3JJaHHBIM BBICOKOAKTHBHBIM MpenapataMm H K
no3aM (GepMeHTOB Moka He OyleT HaHIeHO NOCTOBEpPHOE
00bsICHEHHEe NaHHOMY (eHOMeHY. B HeKoTophIX cTpaHax,
Hanpumep B BeaukoGpuTaHuM, npuMeHeHHe Pancrease
HL, Nutrizym 22, Panzitrat 25 000 BpeMeHHO 3anpeLieHo
y neteit mosoxe 15 ser. ITostomy Mbl cuMTaeM, 4TO
BbICOKHE 103bl MHKPOC(hepHUueCKHX (PepMEHTOB, K KOTOPHIM
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Tabnuua 2

CoBpEMEHHbIe HanpasfieHUs B JIeYeHUU JIero4Hou natonorum y 6onbHbiXx MykoBucuugosom (M.J. Welsh and A.E.Smith,

Scientific American; Dec. 1995)

Hapywenue

Moaxon

CocTosHue Ha CeroaHs

MyTauus resa mykosucumpaosa (CFTR)

JedekT noctasku 6enka CFTR Ha
HapY>XHYIO KNeTo4Hyio MembpaHy

[edekT TpaHcnopTa MOHOB Xxslopa Yyepes
kaHanb! CFTR B kneto4yHoit membpaHe

3akynopka AblxaTeNbHbIX NyTeil BA3KOW
MOKPOTOW

Pa3snTne peunanBmupyioLnx U XpoHUYe-
CKuX MHdEKUMA, BeayLmX K
MOPaxXeHWIo Nerkmx

MopaxeHne TKaHen MMMYHHbIM OTBETOM
Ha BakTepuu

leHHas Tepanusa unu gocraska
HopmManbHoro 6enka CFTR k knetke

[JocTaBka nekapcTs, CNoco6HbIX
conposoxaars 6enok 40 MembpaHbl
anUTenuanbHbIX KNeTok

[ocTagka nekapcTea, yBenmumsaioLero
aKTUBHOCTb APYrUX XNOPUAHbIX KAHANOB B
anNUTENManbHbIX KneTkax

KuHeautepanusa Bcex BUAOB; Ha3HaYeHue
[HKasbl n apyrux nekapcrs ans
Pas3XUXKEHUA MOKPOTbI

MpumeHeHue aHTMbMoTUKOB ans
paspylueHus 6akTepuin n aHTuTen gna
yhanexwus 6akrepuit

HasHa4eHune npenapaTos, YMEHbLUAIOLMX
speaHble 3D deKTbl UMMYHHbIX peakuni

MNpoBenekbl NnpeasapuTensHbie
KIMHUYECKMUe UccnefoBaHus reHHon
Tepanuu; MeToabl No AocTtaske 6enka
HeadpHeKTUBHbI

B HacTosiLee BpeMsi HM 0QHOr0 KaHauaara
ana “ackopta” He HalaeHo

Mono6Hble nekapcTea B HacTosAwee Bpemsa
npoxoaaT npeasapuTeNbHble KnMHU4Yeckue
UcnblTaHUA

KvuHeautepanusa sBnseTcs ctaHaapTHbLIM
MeToaoM nevenus; HKasa wupoko
npuMeHsieTcs, NogobHble npenapars!
UCNbITLIBAIOTCH HA XUBOTHbIX
AHTMOMOTUKM LUMPOKO NPUMEHRIOTCS;
aHTUTENa NPOXoAAT NpeaBapuTenbHbIe
KNAVHUYECKME UCNbITaHUA

CrepouaHble NPOTUBOBOCNANUTENBHLIE
npenaparbl MHOrAa NPUMEHSIOTCS,

[ecTpykumsi nerkoro

Mepecaaxa 300pOBOro NErkoro

HecTepouaHbie NMPOTUBOBOCNANUTENbHbIE
npenaparsbl (B OCHOBHOM ubynpodeH)
UCNbITLIBAIOTCS

MHorpa BbinONHAeTCs TpaHcnnaHTauusa

cnenyet oTHecTH A03bl: 3000 EJI sunassl / kr Macchl Tesia

Ha OJHOKPATHBIM npueM nuuM uax Gosee 15000 EIL

nunassl / K& Macchl B CyTKH, MOTYT NIPUBECTH K Pa3BUTHIO

CTPUKTYPBI TOJICTOTO KHIUEYHHKA, KOTOpoe mnorpebyer

Xupypruueckoro Jjedenus [3,10].

Jleuenue (Mo3HHX U MEHEE YacThIX) oca0KHeHHH MB:

1. Tlomunel HOca — CTEpOMAB! B BHME HHTaMSIUMH HIIH
MaseBbIX anmiaukauui. OnepaTHBHOe JeyeHHe Mpo-
BOJIUTCS TOJIBKO IPH MOJIHOM TMePeKPHITHH MOJHIAMH
HOCOBBIX XOMOB, TaK Kak st GosbHbIXx MB xapak-
TEPHO pa3BHTHE PeLHHBOB.

2. [IueBmMoOTOpaKc

B BHJIe 3MH30/1a, He HANPSKEHHbIH — MOKOH, MHHH-
MYM MaHHUMYJSUUH;
TIOBTOPHbIH € MPU3HAKAMH HaNpPSXKEHHS — TJIeBpaJlb-
Hasi aClHpaLKs WK TJIeBpaJbHbIHA ApeHax (MexkKoc-
TaJIbHBIH), TJIeBpojesnc (ckiepo3npoBaHue), pexe
pe3eKuus.

3. KpoBoteuenue (serouHoe) — sMOOMH3ALMUS HIH OK-
KJII03Usl KPOBOTOYAILErO COCY/a, eCJH HeT TaKOH BO3-
MOXXHOCTH HJIM OTCYTCTBYeT 3¢ddeKT, — nepeBsizka
COCY/la HJIH Pe3eKLHsi opaXKeHHOro cermeHTa (10JH)

4. Kpooreuenue (13 BeH MUIIEBOAA NPH CHHAPOME IOp-
TaJbHOM THMEPTEH3HH) — 3HAOCKOMHYECKOe CKJle-
pO3HpOBaHHe, onepaluH LyHTHPOBAHHS.

5. KamHH »KesiyHOro nysbipsi — yjajleHue Mmysbips, XxeJa-
TEJIbHO Yepe3 JIanapoCKOol, YTO CHHXKAeT LUaHC pas-
BUTHSl JIETOYHBIX OCJIOXKHEHHH, 4acThlX rocJe ab-
JOMHHAJIbHBIX ONEepaluH.

6. CaxapHblii guaber — B Hauajle BO3MOXHO Ha3Ha-
YeHHe OpaJibHbIX TMMONJIHKEMHYECKHX Mpenaparos.

[TosgHee — MHCYJMHOTEpanus, NMpH 3TOM JuUeTa
6oabHoro MB He Tak cTpora, Kak NpH caxapHOM
nuabere I u Il THNOB, KpafiHe BaXKHA pPOJIb JHETOJIOTA.

Besyc/oBHBINH HHTEpeC BEI3LIBAIOT HOBLIE HaNpaBJIEHHS
JiedyeHHs! OPOHXOJIErOYHOro MaToJOrHYeCcKoro npouecca B
KoMMJIeKCHOM Tepanud MB (ta6.1.2).

HecrepouaHbsle npoTHBOBOCMAMMTE/bHLIE MpenapaThl
(n6ynpoden), anbTepHUpPYIOLHE KYpPChl KOPTHKOCTEPO-
HJIOB, KaK H3BeCTHO, CYLIECTBEHHO CHHXKAIOT BOCMAJIH-
TeJIbHYIO peaKklHIo 6POHXHAJILHOrO AepeBa, KOTopas NpH-
HOCHT, y psijla 60JbHBIX, OoJiblie Bpejia, YeM caM HHpek-
LMOHHBIN areHT [14].

B nocnegHue roabl Mbl C yCNEXOM CTaJi NMPUMEHSITH
IJIIOKOKOPTHKOMIBI, KOTOPblE OKa3blBalOT HauboJsiee GJaro-
NPHUATHBIN 3 HEKT y AeTel paHHEero Bo3pacTa ¢ KIHHHKOH
BbIpaXK€HHOH OpOHXHaNbHOH 00CTpyKUHH. B HacTosuee
BpeMsl [POJIOHTHPOBAHHBIE aJIbTEPHHPYIOLIME KypChl Mpest-
HH30JI0HA moJay4aioT okoJio 60 GosbHBIX B Bo3pacTe OT 3
mecsues 10 14 set, HekoTopele Gosee 8 eT. HabmoneHue
3a 3THMH GOJIbHBIMH MOKA3bIBAET, UTO OHH pexke GosieloT
OPBH, y HuX pexxe oTMeyaloTCs 060CTpeHHsi GPOHXoJIe-
rOYHOTro Ipolecca, OHH HMeloT GoJiee BBICOKHE MOKa-
sarequ PBJI u aydwee dusnueckoe passuthe. OnHaKo
HCCJIeIOBAHHS MPOAOJ/KAIOTCH H TPeOGYIOT TLIATEJbHOro
aHa/lM3a, NpexJe 4YeM MOXHO OyHeT peKOMEeHIOBaThb
rOPMOHOTEPAINHIO B LIHPOKYIO MEAHLMHCKYIO MPAaKTHKY.

B Haweit KIHHHKE NPHMEHSIeTCS NPeHH30JIOH per oS,
cpefHecyTo4Hasi 1o3a Kotoporo He npesbiwaer 0,4—0,5
Mr/ Kr Macchl peGeHKa, PH 9TOM BCsl 103a IPUHUMAeTCs
OZHOKPATHO YTPOM 4epe3 JieHb.
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[IpencraBisier Hay4HbIH HHTepec NMpHUMEHEHHe MecT-
HBIX KOPTHKOMIOB (6yHeCOHMA, MyJbMOKOPT H Ap.).

He yTpaTnin HHTepeca aMHJIOpPHA, 6JIOKATOp HaTpHS,
AT® u YJIP, oTKphiBalolHe ajbTepHaTHBHbIE XJOPHII-
Hble KaHaJjbl, ajb(a-l-aHTHTPHUIICHH H CBIBOPOTOYHBIH
JEHKOUMTAPHbIH HHTHOUTOP NpoTeas, KOTOPble CHHXKAIOT
noBpexxaamoLui s deKT MeHaToOpoB BoCNajeH s, B YacT-
HOCTH 3HJI0- H 9K30TeHHOH asacTasel. Mayualores Takxke
npenapaTbl W3 TPYNNbl aHTHIUMTOKHHOB, IPEXJE BCEro
TH® (pakTop HeKpo3a OMyXoJH), AHTHHHTEPJIeHKHHBl —
HJI-2, WJI-8. CoxpaHsieTcss HHTEpec K KJIHHHYECKHM
ucnsitanuam "Tlyasmosuma” (JHK-3b1) dupmer “Xodo-
maHH Ja Pow”, [IIBeiinapusi. MyJbTHIEHTPOBEIE HCCJIe-
noBanust 968 GosbHeIXx MB, mosiyyaBLIMX 3TOT npenapar
B TeyeHHe 6 MecsiueB, MOKasalH ero BbICOKYIO 3pdex-
THBHOCTb. OTMEYeHO yJyullleHHe rnoxasaTtesed (yHKUHH
BHELIHEro AbIXaHHsl, CHHXKEHHE YacTOThl AMHU30/10B 06oc-
TpeHHH GPOHXOJIErOYHOro npouecca, YTo Hapsay ¢ yJayu-
LIEHHEeM KauyecTBa XXKH3HH GOJIbHBIX CIIOCOGCTBOBAJIO YBeE-
JIHYEHHIO CpejiHell TPONOIKHTENLHOCTH UX XHu3HH [9].

B CILIA, ®panuuu, AHMNIHH pa3paboTaHbl TeHHO-HHXKe-
HepHble MOAXOAbl KOPPEeKUHH TreHeTHyeckoro nedexrta
MB: co3nana reHeTHYecKasi KOHCTPYKLHS, YCIEIHO Kop-
purupyiomas (GyHKLUHIO MYTaHTHOTO Te€Ha B 3MHTEJH-
albHOM KJyeTKe OT GoJibHbIX MB; cosnaHbl 3KCnepHMeH-
TajbHble Moziesid MB y Mbllllelf MeTOOM HanpaBJeHHOro
myrareHesa. Ha atux “MB”-monensix Mbillel nokasaHa
paboTOCNIOCOGHOCTh FeHEeTHYECKOH KOHCTPYKLHH BCTPO-
ennoit B JIHK aneno/ pe’rpo/ BHUPYCOB; HayaThl KJIHHHYEC-
KHE HCHBITAaHUSI — C aJIeHOBHPYCaMH M alleHOaCCOLMUPO-
BaHHbiMH Bupycamu (CLUIA, Kanapa) u ¢ JHK-nunocom-
HeiMH Kommiekcamd (Aurumsi, Ppaunuus) [8,10]. Ilpu
9TOM YyKa3biBaeTcsi Ha He6e30MmacHOCTb MEpPBOro Har-
paBJieHHsl, BO3MOXXHOCTb BBIPAGOTKH aHTHTEJ K IOBTOPHO
BBOAMMBIM BHpycaM. TeM He MeHee B HalleH CTpaHe B
TeKylleM rofly Hauata paboTa no reHHo# tepanuud MB,
paccuMTaHHas Ha GJaHxKaHluKe 3 roaa.
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