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Clinical phenotypes of respiratory syndrome in patients
with connective tissue dysplasia

Summary

Four clinical phenotypes of respiratory syndrome have been identified in patients with connective tissue dysplasia using the mathematical modeling
method. All phenotypes were characterized by different clinical manifestations and functional disorders and had different independent predictors.
The most common chronic bronchitis phenotype was related to tobacco smoking and included early obstructive disorders. Bullous phenotype also
predominantly occurred in smokers and comprised apical subpleural bullae or blebs. A probable genetic basis of the bullous phenotype is mutations
in alleles of the matrix metalloproteinases MM P1 and MMP9. Thoracodiaphragmatic phenotype was typical for patients with the chest and the spine
deformities and was characterized by restrictive disorders. Hyperventilation phenotype was closely related to autonomic dysfunction and increased
anxiety, predominantly in females.

Key words: hereditary disorders of the connective tissue, respiratory system.

Pesiome

C noMOIIbI0 METOIOB MAaTeMaTUYECKOrO MOJEIMPOBAHMSI BbIAENEHBl 4 KIMHUUYECKMX BapUaHTa OPOHXOJIErOYHOTO CHHAPOMA Y MAlMeHTOB
¢ aMcriasueit coequHuTenbHoi Tkanu (JICT), ominyaronmecs: KITMHUKO-(DYHKIIMOHAIBHBIMU MTPOSIBICHUSIMU 1 UMEIOIIME CBOY HE3aBUCHUMbIE
npeaukropsl. Hanbosee pacnipocrpareHHbiM cpean Juil ¢ JACT siBiisieTcst GpOHXUTHYECKUIA BAPUAHT, HETIOCPEICTBEHHO CBSI3aHHBIN C KypeHUEM
Tabaka 1 MPOSIBISIIOIINIACS CUMIITOMaM# OPOHXUTA KypUJIbLIKMKA, B T. 4. PAHHUMU MPU3HAKAMU OOCTPYKTUBHbBIX HapylieHUil. OCHOBHBIM KJIM-
HUYECKUM TIPOSIBJIEHUEM OYJUIE3HOTO BapUaHTa SIBISIIOTCS allMKaIbHbIe CyOTUIeBpaIbHbIC OYJUTBI WK 0JieObl, TEHETUYECKUM CyOCTPaTOM KOTO-
PBIX, MO BCE BEPOSITHOCTH, MOXHO CUUTATh HOCUTEIbCTBO MYyTAaHTHBIX ajljieieil TeHOB MaTPUKCHBIX MeTayutonporenHas (MMIT) 1 u MMII9.
TopakonuacdparMaabHbIi BADHAHT SIBJISICTCSI THAITUYHBIM BAPUAHTOM Pa3BUTHSI PECTPUKTUBHBIX HAPYILIEHUH Y TAIIMEHTOB ¢ ehopMaIiusiMu TpyI-
HOI1 KJIETKY ¥ TIO3BOHOYHUKA. [MIIEepBEHTUISIINOHHBINA BAPUAHT TECHO CBSI3aH C BEreTaTUBHOW AMC(HYHKIIMEH U TOBBIIIEHHOW TPEBOXHOCTHIO
MPEUMYIIECTBEHHO Y MAalMEHTOK XEHCKOTO I0JIa.

KiroueBbie cj10Ba: HAC/IEICTBEHHBIE HAPYILIEHUST COENUHUTELHOM TKAHU.

B mocneqHme ronpl Bce OoIbllice BHUMaHUE UCCIIEI0BA-
TeJIEW BCEX CMELMATIbHOCTEN TIPUBJIEKAIOT HACIIEACTBEH-
Hble HapylieHusi coeauHuteabHolt TKanu (HHCT) —
reTeporeHHas Tpylma 3a0boJieBaHU, OOYCIOBICHHBIX
MYTallUSIMA TEHOB OCJIKOB BHEKJICTOYHOTO MaTpUKCA,
WIM y4YaCTBYIOIIMX B MOpdOreHe3e COeIMHUTEIbHOM
TKaHu [1]. IIpyHSATO BBIAEASATH MOHOTEHHBIE CUHIPOM-
Heie dopmbl HHCT (cunapom Mapdana, Daepca—
Hano u 1. 11.) 1 HenudhepeHITNPOBaHHBIC TUCIIA3UN
coenuHuTenbHON TKaHM (JICT), KoTophie XapaKTepusy-
IOTCSl TOJUTE€HHO-MYJIbTU(hAKTOPUATbHBIM TUIIOM Ha-
cinenoBanus. PacnpoctpanenHocts JCT B nmonyasiuuu,
10 IaHHBIM psiga aBTOpoB, coctaBister 10—30 % [2].
B otnnume ot Takux sipkux nposisinenuit JICT, kak mipo-
JIaTiCchl KJIalaHoB cep/lla, TMIepMOOUIbHOCTb CYCTaBOB
Wi nechopMaluy TPYIHOM KJIIETKM M ITO3BOHOYHMKA,
oponxonerounsie mposineHus JCT nmarHOCTHUPYIOTCS
OTHOCHUTEJILHO PEIKO, YTO CO3AaeT IPEeACTaBICHUE O Ma-
JIOWi 3HAUMMOCTH MOPaKEHUS PECIIMPATOPHON CUCTEMBbI
IUIST peajlbHOM KIIMHWYECKO# IPaKTUKU. MeXIy TeM
MOXXHO TIPEIITOJIO0XUTH, YTO MPY KOMIUIEKCHOM BO3IeH-

CTBUMU pa3INIHbIX mpossBiacHuit ICT n3MeHsIoTCcs yciIo-
BUsI pabOTBHl OPraHOB NBIXaHUS U MOAUQPUIIMPYIOTCS
(akTOopbl pHCKa MPUOOPETEHHBIX 3a00JIeBaHUI Jaxe
B CJIy4ae OTCYTCTBMSI BbIPAXKEHHBIX CTPYKTYPHbBIX U3ME-
HEHMIA JIeTOYHOM TKaHU. IlpakTuyeckuii omnbIT yoemu-
TEJbHO CBUIETEIbCTBYET O BOCTPEOOBAHHOCTU HABBIKOB
BeneHus nanueHToB ¢ JCT kak y3KuMu crieluaiucra-
MM, TaK U BpayaMu MMEPBUYHOIO 3BeHA U TpeOyeT co3a-
HUS IUHOTO MOAX0a K BEIEHUIO OOIBHBIX [3].

Llenpro TaHHOTO MCCIENOBaHNS SIBUIOCH BhIICICHUE
KJIMHUYECKUX BapMaHTOB OPOHXOJIETOYHOI0 CUHIpOMa
(BJIC) KaK COBOKYMHOCTHU KJIMHUYECKUX 1 MapaKIUuHU-
YeCKHUX CUMITOMOB, OTPaXKaIoIINX OCOOCHHOCTH (PYHK-
IIMOHUPOBAHMSI OPraHOB IbIXaHUS TP KOMIUIEKCHOM
BO3AENMCTBUM pa3nnuHbIX nposiBaeHuit JICT.

Matepuansi u meTogbl

OrneHKa KJIMHUYECKUX U (DYHKIIMOHAJBHBIX MPU3HAKOB
MopaxkeHuss OpraHoB ApixaHus y nauueHtoB ¢ ICT
(n = 305) mpoBomwiach Ha 0a3ze KIMHUKUA OMCKON
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MeaunumHcekoi akagemun. narno3 JCT yctaHaBImBa-
Csl HA OCHOBaHMU KOMIUIEKCHOM OIIeHKM (PeHOTUITNYEC-
KMX Kputepues [4].

B uccnenoBaHune ObLTM BKJTIOUYEHBI MOJIOJBIE JIIOIN
B Bo3pacte 18—22 net. Kpurepuu ucKIto4eHNUS: OCTPhIE
3a00JIeBaHUSI HA MOMEHT BKJIIOUEHUS B MCCJIEIOBAHMUE;
XpOHUYECKUE 3a00JIeBaHMSI OPTaHOB NbIXaHUSI, MPSIMO
WIM KOCBEHHO BJIMSIIONIME Ha Pe3yJIbTaThl MCCIIEN0Ba-
HUS; YKa3aHUS B aHAMHe3¢ Ha HaJIM4Ine ICUXUICCKUX
pPacCTPOMCTB MCUXOTUUECKOIO YPOBHS M MaTOJOTMYEC-
KHUX 3aBHCUMOCTEI 3a MCKIIOUYEHHEM TabaKOKypeHUs;
HaJlMure aOCOJIOTHBIX WJIM OTHOCHUTEIBHBIX MPOTHUBO-
MOKa3aHUU K METOJaM HCCIIeI0BaHUs; OepeMEHHOCTD
¥ TIEPUOJ JaKTallUH.

ITpusnaku BJIC BbIABASIMCH aKTUBHO C MCMOJIb30-
BaHUEM BaJUIM3UPOBAHHBIX OIPOCHUKOB M IIIKaJ.
CHUMIITOMBI XpOHMYECKOTO OpOHXMTA JUATHOCTHUPOBA-
JINCh HA OCHOBAaHUY aHKETUPOBAHUS C UCIOJb30BaHUEM
MexayHapoaHOrO pecrrMpaTOpHOro omnpocHuka Euro-
pean Community for Coal and Steel (ECSC). MHTeHCUB-
HOCTh OIBIIIKU OILIEHMBAJIACh IO IIKaye ciraboctu Me-
dical Research Council Weakness Scale (MRC). s
CKPMHUHIOBOW JUArHOCTUKW TUIEPBEHTWISILIMOHHOTO
CUHIIpOMa aHaJM3UPOBAINCh NaHHble HaiitMureHckoro
OITPOCHMKA.

HccnenoBanue GyHKImY BHelIHero nbixaHus (OBJI)
MPOBOJAMUIOCH MPY MOMOIIM IUaTHOCTUYECKOrO KOMII-
snekca MicroLAB (Lassamed, Benukooputanust). OueH-
Ka CWJIBI ObIXaTeIbHBIX MBIIII IIPOBOIMIIACH TIPU ITOMO-
1wy nmpudopa MicroRPM (Lassamed, BenukoOpurtaHus).
Dxoponreporpadguyeckoe MCCaeIOoBaHUE OCYIIECTB-
JISIIOCh Ha YJAbTpa3ByKoBoM ckaHepe Vivid 3 (General
FElectric, CIIIA). MynbsrucnimpanbHass KOMITbIOTepHasI
tomorpacdust opraHos rpyaHoit kierku (MCKT OI'K)
MPOBOJAMIACH C MPUMEHEHUEM METOIMK BBICOKOTO pa3-
pemreHus W (YHKIMOHAJIBLHBIX IIpo0O Ha amapare
Aquilion-64 (Toshiba, SImoHnst), mapamMeTpbl CKAHUPOBA-
Hus: TourHa cpesa 0,5 MM, HarpstkeHue 120 kB, akc-
no3unus 200—300 MA / ¢, naHHbBIe 00pabaThIBaIUCh Ha
paboueii cranuuu Vitrea.

Ananu3 pakTopoB pucKa 3a00JIeBaHUI pecriupaTop-
HOM CHCTeMBl IPOBOAMJICS Ha OCHOBAaHMUM OLICHKU
aHaMHe3a KypeHUs, HATMYMS yKa3aHUI Ha MPOBEIeHUE
peCrMpaTOpHON TIOJJIEPXKKU B TEPUOI HOBOPOXKIEH-
HOCTH, YaCTOTHI SITM30J0B PECITMPATOPHBIX MHMEKIINIA,
COCTOSIHHMSI BeTeTaTUBHOTO cTaTyca (OnpocHUKHU BeiiHa,
BereraTuBHble UHIAeKchl Kepmo m XunabaeHOpaHTa)
U TICUXO3MOIIMOHAIBHOTO cocTosiHus (TocmuTtanbHas
IIKajia TpeBoru u memnpeccun — Hospital Anxiety and
Depression Scale — HADS; Bu3yanbHasi aHaJIoroBasi 111Ka-
J1a 17151 OLIEHKU BhIpaKeHHOCTU HapyiueHuit cHa — CAH).
J1st onipesieNieHrsT TeHETUIECKOTO TIoJTMMOp(dr3Ma TeHOB
MaTpUKCHbBIX MeTtauonporenHas (MMII) 1 (1607insG)
1 MMII9 (C-1562T) ucnosb30BaInch MpaiMepbl K KOM-
IUIEKT peareHToB Jis1 amriudukanuu SNP-skcnpecc,
cuHTte3upoBaHHbIX HIT® "JIutex" (Mocksa, Poccust).

Kimunuaeckue BapuanTtsl BJIC opmupoBanmmch B pe-
3yJbTaTe mpoleayp (pakToOpHOro aHaIM3a U KiacTepu3a-
LIMM METOMIOM k-CPEeIHUX C JaIbHEUIIIUM OMpeneeHueM
HE3aBUCUMBIX MPEINKTOPOB M3 Yucia (PakTopoB pucKa
METOIOM IIOIIaroBOr0 PerPeCCMOHHOrO0 aHanmm3a. B 6a3y

JaHHBIX JUIST TEKYIIero 3Tala MCCICTOBaHWS OBLIN
BKJIIOYEHBI 157 mosHbIX HabmoaeHuii: 98 (62,4 %) Myx-
yuH 1 59 (37,6 %) XeHIIMH. 3HAYeHUs MepPeMEHHBIX
ObLIM MpeacTaBieHbl B OMHApHOM Bue: 0 — OTCyTCTBUE
cumriroMa; 1 — Hamuume cuMnToma. g ommcaHus
KayeCTBEHHBIX IPU3HAKOB IIPUMEHSLIICS TTOKa3aTeb OT-
HocuTeabHOU 4YacToThl (%). [lpu KoppensiumoHHOM
AHaJKM3€e PACCUUTHIBAJICS PAHTOBBIA KO3(PHUIMEHT
CrimpmeHa () ¢ oOIIpeleIeHHEeM ero IOCTOBEPHOCTH.
Kputnueckoe 3HaueHue YpOBHS 3HAUMMOCTH (p) TIpU-
HMMAaJIOCh paBHBIM 5 %. AHalu3 JaHHBIX ITPOBOIUJICS
C UCTIOJIb30BaHMEM TIaKeTa IporpamMM Statistica 6.0.

Pesynbtathl

B pesynbraTe mpeaBapuTeabHOTO (haKTOPHOTO aHaIM3a
M3 BCeX IapaMeTPOB, XapaKTePU3YIOIIMX KIMHUKO-
(DYHKIIMOHAIBHOE COCTOSIHUE PECITUPATOPHON CUCTEMBbI
y nanueHToB ¢ JCT, Ob1711 0TOOpaHBbI ClIeAyIolIe epe-
MEHHBIC: CUMIITOMBI XpOHMYECKOTO0 OpOHXHUTa ITO OIl-
pocuuky ECSC, mpusHaky TUNEPBEHTUISLIMOHHOTO
cuHIpoMa no HallMMHI€HCKOMY OIIPOCHUKY, OOCTPYK-
THBHBbIC BEHTWJISLMOHHBIC HapyIIEHUS, PECTPUKTUB-
HbIe BCHTWJISIIMOHHBIC HapyIIeHUS, CYOIUIeBpaIbHEIC
oysuiel v 071e661 o JaHHeiIM MCKT OI'K. B pesynb-
TaTe IPOLELYPhl KJIACTEPU3ALUU METOAOM K-CpeIHMX
Bce obciaenoBaHHble MaueHTsl ¢ JCT 01 paHaoMu-
3UpOBaHbI Ha 4 Kj1acTepa (CM. pUCYHOK). 3HAYECHUS AUC-
TAHLUMIA MEXIY KJIACTEPHBIMU LEHTPaAMU OKOHYATEIb-
HOTO peIIeHMUSI CBMAETE]bCTBOBAIM O JOCTATOYHOIM
CTETNIEHU Pa3InIuii MeXIy KJIacTepaMHu.

[To uroram nMpoBeEHHOTO aHAIM3a YACTOTHOTO pact-
pelesieHs] TepeEMEHHBIX MEXIy KJIacTepaMy U BHYTPH
KJ1acTepoB ObLIO CAENIaHO CIEAyIollee 3aKatoueHue: B 1-it
kiactep O0but BKitodeHbl 20 (12,7 %) GOMbHBIX IPEUMY-
IIECTBEHHO XEHCKOTO IT0J1a ¢ TIpM3HAKaMU TUIIEPBEHTH -
JIILIMOHHOTO CUHAPOMA, KOTOPbI B psifie ClIy4aeB code-
Tajcsg ¢ NMpU3HAKaMU XpPOHUYECKOTo OpOHXMUTA; BO 2-i1
kiactep — 35 (22,3 %) nauyeHToB (MY>KUMHBI 1 KEHII -
HBI C ITpeobJIafaHueM PeCTPUKTUBHBIX BEHTUISIIMOHHBIX
HapylieHuit); B 3-it — 42 (26,1 %) nauueHTa rnpeumyiiie-
CTBEHHO MYXKCKOTO 10JI1a, Y KOTOpBIX 1o JaHHbIM MCKT
OI'K BU3yanuM3upoBalucCh CyOIIeBpaibHble alluKaabHbIe
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OpuruHaanble uccnepoBaHusa

Tabauua 1
Koppeaauus mexncoy npunadaexcrnocmoio Kk Kaacmepy u paxmopamu pucka
MepemeHHas Knacrtep
1-n -n 3-i 4-ii
r p r p r p r p
Mon 0,407 0,000 0,177 0,026 -0,445 0,000 -0,025 0,755
WHpekc maccol Tena -0,123 0,124 -0,067 0,399 0,053 0,505 0,016 0,841
Hedopmauum rpyaHoi KneTku -0,049 0,536 0,140 0,080 -0,040 0,613 -0,048 0,542
[Hedopmaumm no3BoHO4HNKA -0,003 0,968 0,326 0,000 -0,123 0,122 -0,132 0,097
HonuxocteHomenus 0,035 0,660 0,049 0,537 0,040 0,615 -0,103 0,196
ApaxHopakTunms -0,022 0,782 -0,041 0,607 -0,008 0,915 0,058 0,467
TMnepMoGUNbHbIN CUHAPOM 0,131 0,101 -0,050 0,526 0,006 0,939 -0,051 0,519
MnockocTonue 0,131 0,099 -0,008 0,915 -0,041 0,607 -0,045 0,571
HapyLenus pedpakumm -0,053 0,508 0,064 0,420 0,001 0,989 -0,019 0,804
Mponancekl knanaHoB cepaua 0,120 0,131 -0,039 0,621 -0,009 0,225 0,039 0,621
Bapuko3Hoe paclumpenue BeH -0,058 0,468 0,090 0,260 -0,005 0,944 -0,046 0,562
Matonorus koxu 0,094 0,237 -0,023 0,765 0,012 0,878 -0,055 0,488
MaTonorusa mbiwy 0,042 0,599 0,159 0,046 -0,011 0,885 -0,055 0,490
Bucueponto3s 0,092 0,249 -0,011 0,890 -0,047 0,552 -0,010 0,896
Kypenne 0,064 0,421 -0,095 0,234 -0,077 0,335 0,336 0,000
WUHdekumm B aHamHe3e 0,167 0,036 -0,116 0,147 -0,143 0,072 0,214 0,006
BeretaTuBHas gucyHKums 0,338 0,000 -0,144 0,071 0,001 0,989 0,018 0,816
TpeBoXHOCTb 0,357 0,000 0,006 0,935 -0,088 0,268 0,318 0,000
GG /GG MMI1 -0,031 0,696 -0,021 0,793 0,212 0,007 -0,055 0,488
GG MMN 0,086 0,280 -0,073 0,357 0,278 0,0004 -0,106 0,185
C/TMMN9 0,081 0,309 -0,060 0,453 0,214 0,006 -0,105 0,189
TMMN9 0,070 0,378 -0,017 0,823 0,195 0,014 -0,118 0,139

Mpumeyanue: GG, C, T - MyTanTHble annenu reHos MMIM1 u MMN9.

Oysuibl WiaKn 0J1e0bl (B YacTU HAOJIIONEHUIA B 3TOM rpyIine
MAaIIIEHTOB UMEJINCh KIIMHUIECKIE TIPU3HAKN XPOHNYEC-
Koro 6ponxuta); B 4-i1 — 60 (38,9 %) 60JbHBIX MYXCKOTO
M XKEHCKOTO 10J1a ¢ CUMIITTOMaMU XPOHUUYECKOTO OPOHXU-
Ta B COYETAHUM C OOCTPYKTUBHBIMU BEHTWISILMOHHBIMU
HapylIeHHsIMH. B 3TOT e KjacTep ObLIO OTHECEHO Hec-
KOJIBKO CJTyyaeB BBISIBJICHUSI Oyl win 0e00B 10 JTaH-
HeiM MCKT OT'K.

B Ta6n. 1 npuBeneHbl pe3ybTaThl KOPPEJISILIMOHHOTO
aHaJIN3a, IMOJTyYeHHBIC TPH OILIEHKE B3aMMOCBSI3H MEXIY
KJIaCTEPOM M MCCIIeAYeMBIMH TIepEeMEHHBIMU U3 YHCIIa
¢axropoB pucka. [Tomrumo pakTopoB prcka OpoHXOJIE-
TOYHBIX 3a00JIeBaHUI, K HCCIEAYeMbIM IepeMEHHBIM
OBLIM OTHECEHHBI ITOJI MAlleHTOB, a TAKXKE HAJTMIUE OT-
IETbHBIX (DEHOTUITMYECKNX M BUCIEPAIBHBIX IPHU3HA-
xoB JICT.

TlepeMeHHbIe, IS KOTOPBIX ObUIM BBISIBJIEHBI CTa-
TUCTUYECKH 3HAUNMBIC KOPPEJISAIINN, BKITIOYAINCH B IT0-
IIarOBbII pErpeCCUOHHBIN aHAIU3.

Jns 1-ro xiactepa 3HAYMMBIMU TIEpEMEHHBIMU SIB-
JISUTMCH TTOJ1 MallMeHTa, YacThle peCcrupaTopHble UH(EK-
LIMY B aHaMHe3¢, BereTaTuBHAsT TUCHYHKIINS U TPEBOXK-
HocTh. [Ipm perpeccMOHHOM aHaaM3e IIepeMeHHas
HaJIMYUS PeCIUPATOPHBIX MH(MEKIIMI OblIa UCKIIUYeHa
u3 Mozaeau. Ilpu olleHKe BKJIaga OTAEIbHBIX MepeMeH-
HBIX OBIJIO BEISIBIICHO, YTO OCHOBHYIO POJIb IS (pOpMU-
pOBaHMS TaHHOTO KJIacTepa MTpaeT IT0J ITallieHTa, T. K.

perpecCUMOHHOI MOJIeJIblo, TOCTPOCHHOM Ha 3TOM mepe-
MEHHOI, 00BbsICHsIaCh OOJIbIIAsT YACTh BapruadeIbHOCTU
o0ueit moaenu.

Jnsg 2-ro Kjactepa 3HAYMMOM TIepeMEHHOI TakKxKe
SIBJISLIICSI TTOJT TTAlLIMEHTa, KPOME TOTO, JOCTOBEPHbBIE KOP-
pesIuA OBIIY BBISIBICHBI B OTHOLICHUW HAJWJUS JIe-
dopmanmy MO3BOHOYHMKA WM ITaTOJIOTUM MbIm. [Ipu
pPerpecCMOHHOM aHaju3e IMepeMeHHas Ioja Oblia HC-
KJtoyeHa u3 monenu. Ilpu olieHKe BKJIaga OTAEJIbHBIX
IepeMEHHBIX OBIJIO BEISIBICHO, YTO OCHOBHYIO POJIb TSI
(bopMuUpoBaHUS TaHHOTO KJIacTepa UTpacT HAJTMIUe Je-
¢dopManuu MO3BOHOYHMKA.

s 3-ro Kiactepa 3HaUMMbBIMU TTEPEMEHHBIMU SIBJISI-
JINCH TIOJT MAllMeHTa U HOCUTEIBCTBO BCEX BKITIOUCHHBIX
B aHaJIM3 MyTaHTHBIX ajuteneit — GG MMIT1 u T MMII9.
Cpenu manyeHToB mpeodagain MyXKUMHbI. Bkiam Ho-
CUTEJIbCTBA MYTAHTHBIX ajuiefieli ObUT HEOOJbIIUM, HO
CTATUCTUYCCKH 3HAUNMBIM.

Hns 4-ro Kimacrepa 3HAYUMBIMU TIEPEMEHHBIMU SIB-
JISUTUCh CTaTyC KypeHMsI M TpeBora, a Takxke pecrupa-
TOpHble MHbEKIIMU B aHamHe3e. [Ipu perpeccCuoHHOM
aHaJIM3e BCe TepeMEHHBIC ObUIM BKITIOUCHBI B ypaBHE-
Hue perpeccun. I1pu olleHKe BKJIaga OTACIbHBIX ITepe-
MEHHBIX OBLJIO BBISIBJIEHO, YTO OCHOBHYIO POJIb 17151 (Dop-
MMPOBaHMSI JAHHOTO KJIacTepa UrpaeT KypeHue.

Ha ocHOBaHMUM pe3y/braToB aHaIM3a KIMHUYECKUX
MIPOSIBJICHUI ITOpaXkKeHUSI PEeCIIMPaTOPHOM CHCTEMBI
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Tabauua 2
Aneopumm ouacnocmuru Kaunuueckux eapuanmoe bJIC npu JICT
AnropuT™ anMarHoCTUKM ‘ Bapwmant BJIC
‘ OpoHXuTMYeCKUn | GynnesHbiii | TopakoauadparManbHbiii | rMNEPBEHTUNSALMOHHIN
KnuHnyeckue nposiBneHms:
MaJlonpoAYKTUBHBIN KaLuesb, IPEMMYLLECTBEHHO B YTPEHHME Yachl +H+ +
oppiwka npu Harpy3ske (MRC, 6-MUHYTHBIN WaroBbIi TECT) +++ +
YyBCTBO HEXBATKU BO3/YXa, HE CBA3aHHOE C Harpy3Koii +++
006CTPYKTUBHbIE N3MEHEHMUs HOPMbI KPUBOM NOTOK—-00BEM +++ +
cHuxerue XXEJT u / unu yBenuyeHue octaTo4HbIx 06beMOB ++
€NabocTb AbIXaTeNbHbIX MbILLL AFF A
NeroyYHas runepTeHaus +
anukanbHble cyonneepanbHbie Oynnbi no MCKT + +++
®akTops! pucka:
MYXXCKOIA non +++
XEHCKuii non i
Kypehue +++ ++
YacTble pecnupaTopHbie MHGEKLUN +H+
NOBBbILLIEHHAsA TPEBOXHOCTb +++ +++

BereTaTMBHas AUCHYHKUMS
nedopmaummn rpyaHoi KNeTku U / v NO3BOHOYHMKA
TUNOTOHUS, TMNOTPODUS MbILLILY

HOCUTENbCTBO MYTaHTHbIX annenei rekos MMIM1 u MMN9
Mpumeyanme: XEJ - Xu3HeHHas eMKOCTb NErkiAX.

U BBISIBJICHUSI HE3aBUCUMBIX IIPEIUKTOPOB (hOpMUPOBa-
HMSI KaXXI0T0o 13 KJIacTepoB ObUIO BbIIEJICHO 4 BapuaHTa
BJIC (mo yacTtoTe BCTpeuyaeMOCTH): OPOHXUTUYECKUI,
OyJLIe3HbI, TOpakoauadparMaibHblii, TMIEPBEHTUIISI-
LMOHHBIN (Tad. 2).

00cyxneHue

Bponxutuueckuii BapuaHT B BUAEC CUMIITOMOB XPOHU-
YEeCKOro OpOHXMTa B COYETAaHUU C OOCTPYKTMBHBIMU
BEHTWISILIMOHHBIMM HapyIICHUSIMU BCTpeJalics y Iaru-
entoB ¢ JICT vanie Bcero u coctaBuil = 40 % Bcex cityya-
eB BJIC. B ocHoBe dopMupoBaHUsS OPOHXUTUUYECKOTO
BapUaHTa Jiexaslo perysipHoe KypeHue Tabaka, KoTopoe
6bUTO 3aDUKCUPOBAHO Y 92 % TMAlMEHTOB C MPOXYKTUB-
HBIM KalllJIeM ¥ OOCTPYKTUBHBIMU N3MEHEHUSIMU BEHTH-
JISIMOHHOM (hyHKIINM JeTKux. Moonoii Bo3pact obcie-
JMIOBaHHBIX JIUI C aHAMHE30M KypeHus < 4 Iayko-JeT
OITPENICINII U OTHOCUTEJIEHO HEOOJTBIITYIO BEIPAXKEHHOCTh
CUMIITOMOB XPOHMYECKOTro OpoHxuTa. B OoibIIMHCTBE
CyJaeB CHMIITOM IPOAYKTUBHOIO KallUIsl HE BBI3bIBAJ
HACTOPOXXEHHOCTU y MAlMEHTOB U BBISIBJSUICS TOJBKO
IIPU UCTIOJI30BAHUY CITEIIUAIBbHBIX PeCITMPATOPHBIX OIT-
POCHUKOB, YTO CBUACTEIBCTBYET O HATUINU PAaHHUX, 10
CYTU DOKJIMHUYECKUX CTaaUil XpPOHMYECKOTO OpPOHXUTA.
HaHHoe mpearnosoxkeHue MOATBEPXKIACHO U pe3yjbraTa-
MM (PYHKIIMOHAJIEHBIX METOIOB 00CIICIOBAHNS.
Pa3BuTre XpoHMYECKOro BOCITAICHUS TP PETyIISIp-
HOM KypeHHUHU 3aKOHOMEPHO M, Ha IePBBIA B3IJISIA, HE
umeeT crietuguueckoii BzaumocBsa3u ¢ I CT. OnHako
IIpY aHaM3e (haKTOPOB PUCKA OBUTO BBISIBJICHO, YTO JIMIIA
¢ ACT KypsT IOCTOBEpHO Yallle, UMeIOT 00jiee BBICOKYIO

+H+
+Ht
+Ht

+H+

CTerieHb HUKOTMHOBOH 3aBUCUMOCTH M OCOOEHHOCTH MO-
TUBALMU K KypEeHMIO, 3aKJIIOYalolirecs: B HEe0OXOaMMO-
CTU TIOIAECPKKH TIPY HEPBHOM HATIPSLKEHUN.

PesybraThl KOppeIsIIMOHHOTO aHAIM3a B HEKOTOPOI
CTEIEHN IapaJoKCaJIbHbBI: €CIM YPOBHU TPEBOXHOCTHU
U JETIPECCUBHBIX PACCTPOMCTB MPSIMO KOPPETUPYIOT C UH-
TEHCUBHOCTbBIO KYPEHMSI U CTENEHbI0O HUKOTUHOBOM 3a-
BUCHMOCTH, TO BBIPAKEHHOCTb BETeTATUBHBIX CUMIITO-
MOB MMEET OOpaTHYIO 3aBUCUMOCTb, T. €. 4eM OOJIbllle
MalUeHT KypUT, TEM MEHEe BbIPaKE€HbI Y HETO CUMITTOMBbI
BETeTaTUBHOM NUCHYHKINU W TeM BBIIIE WHTETPAJIb-
Hbll mokaszateab CAH. MotuBanust K oTKasy oT Kype-
HUS OIpEAeISIeTCS] CAMOYYBCTBUEM IallMeHTa: YeM Me-
Hee BbIpaxke€Hbl CUMIITOMBI BEreTaTUBHON AUCHYHKIINH,
TE€M MEHbIIIE Y KypUIbIIMKA XeJTaHUS 0TKAa3aTbCs OT Ky-
peHwmst. [1o Bceil BEpOSITHOCTH, YMEHbBIIICHIE BRIPaXKeH-
HOCTM CUMIITOMOB BereTaTUBHOM TMCHOYHKIINHY, CBSI3aH-
HOIl C BBICOKHMM YpPOBHEM TPEBOXHOCTU, MPUBOAUT
K CYOBEKTUBHOMY OIIYIIEHUIO YIYYIIEHUS CaMO4YyB-
CTBMSI M 3aKPEIUICHWIO IPUBBIUKK K Ta0aAKOKYPEHUIO
¢ hopMHUpoBaHUEM OoJiee BLICOKOM CTeNeHU HUKOTUHO-
BOI 3aBUCHMOCTH.

XpoHUYeCcKOe BOCIaJeHrEe BeJeT K U3BMEHEHUIO MOp-
(osormueckoii CTPyKTypHl (peMOICIMPOBaHIIO) OpOH-
XOB, YTO, COOTBETCTBEHHO, JOJDKHO IIPUBOAUTH K U3MeE-
HEHUIO JIETOYHOI (DyHKIIMU Naxke Ha PaHHUX CTaausiX
XpoHUuYecKoro oOponxuta. [TosyyeHHbIE JaHHbIE, COTIac-
HO KOTOPEIM Y KypmiIbIInKoB ¢ JICT 9acTo BBISBISUTMCH
KOCBEHHbIC MPU3HAKHU T. H. CKPBITOM OOCTPYKIIMM B BUIE
U3MeHeHus: (GOpMbl KPUBOW IOTOK—OOBEM, a TaKxkKe
MPU3HAKNA TPaXeoOPOHXUATbHON AUCKUHE3UU, MOJHO-
CTBIO TTOATBEPXKIAIOT 3TO IIPEAIIOIOXeHNe. BeHTrsaim-
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OHHBIC HapyIIICHNS, B CBOIO OYePeIb, IIPUBOIST K M3Me-
HEHMIO (DYHKIIMU IbIXaTeJIbHbIX MbIIIL, U3MEHEHMIO I'e-
MOIMHAMMKKU MaJIOro Kpyra u B pe3yJibTaTe — K CHUXe-
HUIO TOJIEPAHTHOCTU K Harpy3kaMm. OOBeKTUBHBIMU
KPUTEPHUSIMA HapyIICHUs] apXUTEKTOHUKN BO3MyXOIIPO-
BOISIIIMX ITyTei U JIESTOYHOI TKAHUW MOCTYXXWIM JaHHbIE
MCKT OI'K, cornacHo KOTOpPbIM y HAaLIMEHTOB C OpOHXU -
TUYECKUM BapMaHTOM BBISBISUINCH TIPU3HAKUA TICPUO-
POHXMAJILHOTO U JIOKaibHOro ¢huodposa (16 u 10 % Hab-
JIIOJIEHNI COOTBETCTBEHHO), BO3AYILIHbIE JTOBYIIKH (8 %)
M YYaCTKHU IIeHTpualHapHoi sMmdusemMsl (4 %). Otcyt-
CTBUE U3MEHEHMSI TToKa3aTesisi OTHOILIEHUsT o0beMa (op-
CHPOBAaHHOTO BBIIOXA 32 1-10 CeKyHIY K (pOpCHpOBaHHOM
KU3HEHHON €MKOCTH JIETKMX U MOJIOIOM BO3pacT 0O0JIb-
HbIX (< 22 J1eT) He Jal0T BO3MOXHOCTHU IUarHOCTUPOBATh
XObBJI y naHHOI1 KaTeropuu IMaiyeHTOB, OAHAKO MOXHO
TIPEATIONIOXNUTh, YTO TIPU MPOCIIEKTUBHOM HAOIIOIECHUN
(opManbHbIe KPUTEPUU IJIs IMOCTAHOBKM IMArHo3a
XObBJI y naumnenroB ¢ ACT mnosBarcs B 6ojee paHHUE
CPOKM U OYIOyT OTJIMYAThCS 00Jiee OBICTPBIMM TEMITAMM
TIPOTPECCUPOBAHMUS, YeM Y MX KyPSIIINX CBEpCTHUKOB 0€3
npuzHakoB HHCT.

Bysute3nbiii BapuaHT cocTaBui > 25 % Bcex cilydaeB
BJIC y nuir ¢ ACT u ObUT IUaTHOCTUPOBAH MOYTU UCK-
JIIOYUTENIBHO Y IIpeacTaBUTeNe MyxcKkoro noja (97 %).
Knuanyeckue nposiBieHs OyJUIe3HOTO BapuaHTa B 1ie-
JIOM HallOMUHAJIU KJIMHUKY OPOHXUTUYECKOIo BapuaH-
Ta: TAIMEHTOB TakKKe OECITOKOWII KallleJb U CHIDKEHUE
TOJIEPAaHTHOCTU K HAarpy3KaM, B psiie CIydaeB OTMeda-
JIUCh paHHUE IIPU3HAKU OOCTPYKTUBHOIO CHHIPOMA,
OJTHAKO YacTOTa BCTPEYAEMOCTU OTAEJbHBIX CUMIITOMOB
¥ UX BBIPAXKEHHOCTb ITPH OYJUIE3HOM BapHaHTe ObLIa Cy-
IIEeCTBEHHO MEHBIIIE.

KypeHue He SIBASIOCH HE3aBUCUMBIM IIPEIMKTOPOM
Ut (hOPMUPOBAHMST TAHHOTO BapuaHTa, XoTs 59,5 % ma-
IUCHTOB OB KypWIbIIMKaMu. OCHOBHBIM OTJIMYMEM
OyJIJIC3HOTO BapraHTa OT OPOHXUTHUYECKOTO SIBJISIOCH Ha-
JIMYME aluKaJdbHO PACIOJIOKEHHBIX CYOIUIeBpaIbHBIX
Oysu1 uau 6J1e00B, KOTOPbIe ObLIM IMAarHOCTUPOBAHBI TPU
npoBeaeHun MCKT OI'K, a takxke gokazaHHasi CBSI3b
C HOCHUTEJILCTBOM MYTAHTHBIX ajuienaeid reHoB MMII1
n MMII9. I1pu xiacrepHom aHanuse 98 % Bcex ciayyaes
BU3yaIu3aluu CyOruieBpaJbHbIX OyJI1 WK 01e00B ObLIU
OTHECEHHI K IPYIIIIE ¢ OYJUIe3HBIM KITMHIYECKIM BapyaH-
toM BJIC 1 TobKO0 2 % — K rpyIiiie MalreHToB ¢ OPOHXM-
TUYECKUM BapuaHTOM. DTOT (hakT B ONpEeIeHHON cTe-
MEeHU TPOTUBOPEUYUT AAHHBIM JIUTEPATypbl, COIIACHO
KOTOPBIM CYOTUIEBPaJIbHbIE BO3MYIITHBIE 00pa30BaHMsI Ya-
IIIe BCETO SIBJISTIOTCS pe3yJITaTOM [UTUTEIHHOTIO M arpec-
CHUBHOTO BO3NEUCTBUSI (haKTOPOB PHUCKA, IPEXIEC BCETO
KYPEHUSI, U aCCOLIUUPYIOTCS CKOPEe C MO3MHUMU CTaausI-
mu XOBJI. B 10 e BpeMst (haKT BbISIBICHUS alTMKATbHbBIX
oy y maumeHnToB ¢ JJCT xopolo coriacyeTcst ¢ auar-
Hoctnyeckumu Kpurepusimu HHCT, B yacTHOCTM CUHJI-
poMa Mapdana [5]. [1pu aHanu3e JaHHBIX CIOXUIOCH
BIICYATIICHUE, YTO OOWH M TOT K¢ MOP(OIOTHIeCKUit
CyOCTpaT — CyOIUIeBpabHBIC alMKaJIbHO PACITOIOKCH-
Hble OyJUIbI WJIM 0JIeObI — Y MAlIMEHTOB ¢ OPOHXUTHUYEC-
KUM U OYJIJIE3HBIM BapUaHTaMU UMEJU pa3InyHble 9THO-
rmaroreHeT4deckrue ¢akTopbl. JlaHHOE MpenroIoXeHue
COTJIACOBBIBAJIOCH C Pe3yIbTaTaMU PEerpeCCUOHHOTO aHa-

OpurnHanbHble MccnepsoBaHms

JIN3a, COTJIACHO KOTOPBIM Oysute3HbIN BapraHT BJIC mment
TOJIBKO 2 3HAYMMBIX TIPEIMKTOpa: MYKCKOM TOJI 1 HOCH-
TEJIbCTBO MYTaHTHBIX ayiieneld reHoB MMII1 u MMII9.
Kak u 111 Oysute3HbIX UBMEHEHU, OOJIBLIIMHCTBO Cyda-
€B TeTePO3UTOTHOIO U BCE CIIydall TOMO3UTOTHOTO HOCH-
TEJbCTBA IMATOJIOTUYECKMX ajjieieil ObLIM OTMEYECHBI
B rpyrne ¢ 6ysuie3HbiM BapuanToM BJIC. 1o pesyabraram
JTAHHOTO MCCIIeIOBaHMsI, KaK CIMHCTBEHHOTO Ha JaHHBIN
MOMEHT B O0JIACTM TE€HETWKM OYJIJIC3HBIX W3MCHEHMIA
yaun ¢ JCT, orcyTcTByeT BO3MOXKHOCTH OJHO3HAUYHO
yTBEePXkIaTh, YTO HOCUTEJICTBO MYTAHTHBIX aJlJe/Iel SIB-
JIIeTCs TPWYMHON M30BITOYHON aKTUBHOCTH METAJLIO-
MIpOTerHA3 W HEIMOCPEACTBEHHOU MPUIMHONW 00pa3oBa-
HuUs Oysu1. B TO XXe BpeMsi ¢ U3BECTHOI 10JIeil YCIOBHOCTU
MOXHO TOBOPUTb O HAJIMYMM 3HAYMMOM accoLMaluu
MEXXIy HOCHTEJILCTBOM MYTAHTHBIX ayljieyieil M (haKToOM
o0pa3oBaHMsI CyOIJIEeBpaJIbHLIX BO3IYIIHBIX 00Opa3oBa-
Huii. OcTaloTcs He BITOJIHE SICHBIMM M TIPUYMHBI TeHIEP-
HBIX pa3dyvii, Ha JAHHOM 3Tarieé BO3MOXHO TOJIbKO
BBIIBUTATH TUITOTE3bI O MEXaHN3MaXx, TIPUBOASIINX K pea-
JIN3AIIAN TEHETUIECKNX (PaKTOPOB MMEHHO Y MYKUMH.

[MamuenTsl ¢ TOpakomuadparMaabHBIM BapHaHTOM
BJIC npakTtuyecku He MPeabsIBISIIN Kaa00 O CTOPOHBI
JBIXaTeTbHOU CUCTEMBI 1 OCHOBHBIMU KPUTEPUSIMHU IJIST
BBIIEJICHNSI JAHHOTO BapHMaHTa SIBJISUINCH M3MEHEHMS
®BJI o pecrpukTruBHOMY THUITY. YacToTa BCTpeyaeMo-
CTU JaHHOTO KJIMHUYECKOro BapruaHTa npesbicuiia 20 %.
Bce mammeHTH ¢ JAaHHBIM KIMHUYECKUM BapUaHTOM
nMenan aedopMalny TPYTHON KIETKUA M / WIN TI03BO-
HouHuKa B ocHOBHOM I munu Il crentenu. I1atorenes uz-
MEHEHMI CO CTOPOHBI KapAMOPECIUPATOPHON CUCTEMBbI
IIPU CKOJIMOTUYECKON 00JIe3HU U nehOopMaLUsIX TPYyI-
HOM KJICTKHM XOPOIIIO M3Y4YeH W HEOTHOKPATHO OIMCAH
B smteparype [6]. Usmenenus ®BJI y mauuenTos ¢ ACT
ObUIM TUIMUYHBIMU U 3aKTodanuch B cHukeHun KEJI
U YBEJIMYEHUM OCTaTOYHBIX 00beMOB. [Ipy m3MeHeHUN
moKa3sareseil peIKo OTMeuasics MX BEIpaXKeHHBIN XapaK-
Tep, YTO CBSI3aHO C OTCYTCTBHEM B BHIOOPKE MALIMEHTOB
C TSKeJbIMU (hopMaMM CKOJIMO03a U aedopMaluil rpy-
HOI KJIETKM, 9eM OOBSICHSCTCS Takke (PakT, 4TO MPH
n3yuyeHuu OB/ y Bceit Be10opku marmeHToB ¢ JICT (6e3
BBIJICJICHUSI OTHOEJbHBIX TPYIII) CpelHHWe 3HAYeHUS
rokasaTesieil CBUIETeIbCTBOBAIM O MpeodiataHuu 00-
CTPYKTUBHBIX BEHTUJISIIIMOHHBIX HAPYIICHWI W TUIIEep-
WHOIAIUNA. AHAJTOTUYHBIE 3aKOHOMEPHOCTH OBLIN BBI-
SIBJICHBI ITPU U3yYEHUH TTOKa3aTesIeil aXxoKapaTorpaduu.
TpaHsutopHasi jeroyHasi TMIepTeH3us, KOTopasi Oblia
otMmeueHa y nauueHToB ¢ JICT B Bujae TeHAEHLUU, TIPU
BBIIEICHUH OTACIBbHBIX KIMHUIECKNX BAPUAHTOB PETH-
CTpUpOBajach UCKIIOUMUTEIbHO Y MAIlMeHTOB ¢ Aedop-
MalWsIMUA TPYIHOM KJIETKU Y MTO3BOHOYHUKA, MPU 3TOM
3HAYCHUST CPEIHETO NaBJICHUS B JIESTOYHOM apTepUH CTa-
TUCTUYCCKH 3HAYMMO Pa3TUIaINCh 110 CPABHEHMIO C APY-
TMMM BapraHTaMU.

IMoMumo medopmauuil rpyaHOH KJIETKM M IO3BO-
HOYHMKA, HE3aBUCUMBIM TIPEAUKTOPOM (POPMUPOBAHUSI
TopakoaradparMaabHOTO CHUHIpPOMA SIBIISUIMCH TaKXKe
TUIIOTOHUSI M TUMOTPO(MUS MBIIIL, YTO 3aKOHOMEPHO
CBSI3aHO C yCyrybJieHueM TopakoauadparMajbHbIX U3-
MEHEHMI TIpU CJTabOCTH MBIIIEYHOro KapkKaca. boiee
TOTO, OMHUM W3 MPOsiBIecHUiI maHHoro BapuaHTa BJIC
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SIBIISUIOCh CHUKCHME CHUJIBI ITBIXaTeIbHBIX MBI, YTO
MOXET pacCMaTpUBaTbCs M KaK STUOJOTMYECKU (hak-
TOp GOPMUPOBAHUS CUHAPOMA, U KaK OCJIOKHEHHUE yXKe
MMEIOIIMXCs TopaKoarnadparMaabHbIX H3MEHEHUA.
[unepBeHTUISILIMOHHBIA BapUaHT cocTaBul = 13 %
ciyyaeB BJIC u ObLT XapakTepeH MpexXae BCEro s JIULL
JKeHCKOro moJjia. @akropamu prcka opMUpOBaHMS TH-
MEePBEHTWISIIIMOHHOTO BapuaHTa, MMOMUMO TEHAEPHOMI
MNPUHAIICKHOCTH, SIBJISUIMCH ITOBBIIICHHBI YPOBEHB
TPEBOXHOCTU M BereTaTuBHas TUCHYHKIMS. OTMEUYSHBI
2KaJI0Obl MALIMEHTOK Ha OLIYIIEHWE IbIXaTeIbHOIO TUC-
KoMdopTa 6e3 CBI3U ¢ (PU3NUYECKON HArpy3KOil, KOTO-
poe OIMCHIBAJOCh KaK "HEMOJHOLIEHHOCTh Baoxa",
"HexBaTKa Bo3ayxa", "mycToe ApixaHue", "MpUCTyIbl Ha-
BSI3UMBBIX BIOXOB MJIM 3¢BOTHI". B OOJIBIIMHCTBE Ci1ydya-
€B TIPUCTYIIO0OPa3HbIM ONIYIIIEHUEM HEXBAaTKU BO3Iyxa
TIPOBOLIMPOBAJIACh ITPOM3BOJIbHAS KOMIIEHCATOpHAS TH-
MEePBEHTWISILINUS, He MpUHOcsIas oonerdyeHust. OcHo-
BOM NJI1 NMArHOCTUKMU TMIIEPBEHTWISILIMOHHOTO Bapu-
aHTa SBJISUINCH JaHHBIe HaliMUTEHCKOTrO OITPOCHUKA.
Bcemu manmeHTaMu ¢ TUTIEPBEHTUISSIIMOHHBIM BapHUaH-
TOM JIaH YTBEPAUTEIbHBIM OTBET HAa BOIIPOCHI O HATMYMU
CHMIITOMOB ITEPBUYHOI TICUXOT€HHOM OAbIIIKY, > 50 %
W3 HAX OTMEUEHO, YTO IIPUCTYIIBI COITPOBOXKIAIOTCS UyB-
CTBOM CTpaxa, OOJbI0 WIMW CTATMBAaHUEM B TPYIU,
YYBCTBOM HANPSDKEHUSI, XapaKTepPHBIMU IJISI COMaTO-
(opMHBIX paccTpoiicTB. B To ke BpeMsi CUMITOMBI pec-
MMMPATOPHOTO aJIKaio3a (TOJIOBOKPYKEHNE, TOTeMHEHME
3peHUs, TPEMOP, CYIOPOTH, ITapecTe3ni) BCTPEUYATUCH
JIIITb B eAMHUYHBIX CAyJasx Ha BbIcOTe mpucTymna. OT-
CYTCTBME BbIpaxK€HHOU I'MITOKAITHUM 1 aJlKaao3a, KOTo-
PBIii OBUIM MOATBEPKIECHBI M JAaHHBIMM KaITHOTpaduw,
CTaBWIM ITOJ COMHEHHUE IIPaBOMOYHOCTH MCIIOJIb30Ba-
HUSI TepMHUHA 'TUMNEPBEHTUJISILMOHHBIN CUHApPOM" IO
OTHOIIIEHUIO K TaKUM TanueHTam [7]. OmHaKo ¢ yueToM
HEOTHO3HAYHOCTHU TEPMUHOJIOTHUUECKUX ITOIXOIOB B OT-
HOIIICHWHW JTaHHOTO COCTOSIHHMSI B 1IEJIOM W HEOOXOmU-
MOCTH O0€CIIeUeHUsI TPEeMCTBEHHOCTH MIPU BHEAPECHUU
MOJTyYEHHBIX Pe3yJIbTaTOB B MPAKTUKY Bpadya MEepBUYHO-
ro 3BeHa, TEPMHUH 'THIICPBEHTUJISIIMOHHBIA BapHaHT
BJIC" 6omee mpeamouTuTesicH, Y4eM TEPMUHBI "TUCOYHK-
LIMOHAJIbHOE IbIXaHue" WIKN "TICUXOTeHHasl OIbIIIKa".
Crenyer OTMETUTh, UYTO CPely TMAalMEeHTOK C TUIlep-
BEHTWISIIMOHHBIM BapraHToM BJIC mpakTiaecku oTcyT-
CTBOBAaJIa TIPUBBIYKA K TAOAKOKYPEHUIO, a TAKIKE HE OBLIO
3apPEeTUCTPUPOBAHO CTATUCTUYCCKM 3HAUYMMBIX OTIMYMI
B OTHOLIEHUM KaKMX-JTUMOO PECIUpPaTOPHBIX JTUOO reMo-
JUHAMUYeCKUX (DYHKIIMOHATBHBIX MOKa3aTesei.

3akJoueHue

BoigeneHue oTaenbHbIX KIMHUYECKUX BapuaHToB BJIC
npu JICT mMeeT He TOTLKO TeOpeTUdecKoe, HO U CYyryoo
MpaKTU4YeCcKoe 3HadyeHHe, IMOCKOJbKY OOOCHOBBLIBAET
IuddepeHIUPOBAHHbBII MOAXOA K KaXXKIOMY MaLlUeHTY
C yUETOM KaK KJIMHUYECKUX CUMMOTOMOB U (PYHKIIMO-
HaJBbHBIX IIPOSIBIICHUI, TaK U (DAKTOPOB pUCKa, y4aCTBY-
omuX B GOPMUPOBAHUN KOHKPETHOTO KJIMHUYECKOTO
BapuaHTa. Tak, ¢ y4eTOM MCUXOJOTNYECKUX OCOOEHHOC-
Teil JIMYHOCTU TMalMeHTa U UHAMBMUAYAJIbHBIX OCOOEH-
HOCTE MOTHMBALIMK K KYPEHMIO, TIPU OPOHXUTUIECCKOM

BapMaHTe CIIEAyeT OTKa3aThCs OT KypeHus Tabaka. [1pu
BBICOKOI BEpPOSITHOCTU HOCHUTEJIBCTBA O0E€CCHUMITTOMHBIX
anuKaJbHbIX OyJU1 y IOHOIIEH 1 MOoAoAbIX MykunH ¢ JICT
MOBBIIIAETCSI PUCK Pa3BUTUSI OMACHOTO OCJIOXKHEHUST —
CIIOHTAaHHOTO THEBMOTOpakca [8] um TpeOyercs cBoe-
BpemeHHoe mipoBeneHne MCKT OI'K ¢ mocnenyrorieit
Koppekiiuel odpas3a XXM3HU U COOTBETCTBYIOIIEH MeTa-
Oonunueckoit Tepanueit. Ilpu BbIIBIEHUM TPU3HAKOB
nIedopMaly TPyIHOM KJIIETKU M TTIO3BOHOYHUKA TTPEIITO-
JlaraeTcss MaKCMMAaJIbHO paHHee U PeryJsipHOe IpOBe/e-
HUE peadWIMTALIMOHHBIX MEPONPUSITUIA, HATTPaBISHHbIX
Ha (OPMUPOBAHUE MBILIEYHOIO KOpCeTa M MpeloTBpa-
IIeHNE TIPOTPEeCCUPOBAHMST KOCTHO-MBIIIICUHBIX M3MEHE-
HU. Y MOJOOBIX XKEHIIUH C TMIEPBEHTUISLIMOHHBIM
CUHIIPOMOM TaKXe TpeOyeTcsl MHAMBUAYAIbHBIN MOAXOM
C MpMMEHEHUEM METO/IOB PallMOHATLHOM ITCUXOTepari.
bavxaiieit 3amadeii JaHHOTO UCCIEIOBAHUS SBIISI-
eTcs pa3paboTKa aJrOpUTMOB JIEUEHUST M OLieHKa (-
(hbeKTUBHOCTU WHIMBUIYAIU3UPOBAHHBIX peaduIuTa-
LIMOHHBIX MporpamM i Bcex BapuaHToB BJIC.
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