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PE3IOME

Cunapom Mapdana (CM) — Hac/IeIcTBEHHOE CH-
cTeMHoe 3a00/1eBaHHEe COeTUHUTEIbHOI TKAHH ¢ 00/Ib-
LIUM pa3Hoo0pa3neM KINHUYECKUX nposiBiaeHuil. [Ipn
3TOM 3200JIeBAHNH MOPAKaeTCsl KOCTHAS, CepPAeYHOCO-
CYIHCTAasi, AbIXaTeJIbHAsI, IEHTPAJbHASI HEPBHASI CH-
cTeMa W OpraHbl 3peHns. YacToTa pecnmupaToOpHBIX
Hapyuwenuii npu CM cocrasisiet ot 10 10 25 npouen-
ToB. Hanbosee yacTbIiM JIEro4YHbIM OCJIOKHEHUEM SIB-
JisieTcsl MHEBMOTOPAKC, 00YCJIOBJEHHbIH O0yJ1e3H0i
aMu3zeMoii. BolpakeHHBIE CHCTEMHO-CTPOMAJILHBIE
COENMHUTEIbHOTKAHHBIE H3MEHEHUs JIETOUHOI TKAHH,
MPOSBJISAIOIIHECH CTPYKTYPHO-(PYHKIIMOHAIBLHOM Tie-
pecTpoiiKoii y4acTKOB Jerkux ¢ HedgpekTuBHON BeH-
THIAsinMed W mnepdys3uei, ciayskar OJaronpusiTHoON
cpeioii I Mpucoe uHeHUs Hecneuupuyeckoii u cre-
uuduyeckoii (tydepkye3noii) undexknun. Cpean
HMeIuxces MyO0JIMKanuii, 10CTATOYHO MOJIHO OCBe-
IAIIHAX pa3andHble acnekThl CM, IpaKTHYeCKH He
BCTPeYaloTcs padoThl, OTpaxaomme B3auMocBasbs CM
U Ty0epkyJie3a Jierkux. BepositHee Bcero, 370 MOKHO
00BSICHUTH HEA0CTATOYHOH HHGPOPMHUPOBAHHOCTHIO
CTIENMAIMCTOB MPOTHBOTYOEPKYJIE3HBIX YUPeKIeHMUIT
0 TakoM 3a0oJieBaHnH, kak CM, noTeHIHMAJbHO OMAac-
HOM KaK JIJIsl BOSHUKHOBEHHS TyOepKyJie3a, TaK H CIo-
€cO0HOIO0 CYIIECTBEHHO OCJIOKHUTH €ro Te4eHue.

IIpencrasiieHo coOCTBEeHHOE KIIMHUYeCKOe HA0JI10-
AeHue Ty0epKyJie3HOro NMopakeHusl Jerkux Ha (one
CM. [Insa my4eBoii TNATHOCTUKHU UCIOJb30BAHBI CO-
BpeMeHHbIe BHICOKOTEXHOJIOTHYHbIe MeTomuKH. [Ipo-
cJIeKeHa TMHAMHMKA TedyeHHs TyOepKyJie3a.

Knouesvie cnosa: cunopom Mapghana, mybdeprynes
Jle2KUX, KIUHUYECKAsl U 1y4esdsi OUAZHOCMUKA.

SUMMARY

MARFAN SYNDROME AS A RISK FACTOR OF A
COMPLICATED COURSE OF PULMONARY
TUBERCULOSIS
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Marfan Syndrome (MS) is a hereditary system di-
sease of conjunctive tissue with a wide range of clinical
manifestations. At this disease osseous, cardiovascular,
respiratory, central nervous systems and eyes are af-
fected. The frequency of respiratory disturbances at
MS is from 10 till 25 %. The most frequent pulmonary
complication is pneumatothorax conditioned by bul-
lous emphysema. Intensive system and stromal conj-
unctive tissue changes in the pulmonary tissue, which
are revealed through structural and functional rear-
rangement of lungs parts with ineffective ventilation
and perfusion, serve a favorable environment for non-
specific and specific (tuberculosis) infection develop-
ment. Among obtained editions which quite fully
describe different aspects of MS there are almost no
woks about the correlation between MS and pulmo-
nary tuberculosis. This is probably because of the fact
that the staff of TB dispensaries are not informed eno-
ugh about MS which is potentially dangerous both for
tuberculosis development and as the one able to com-
plicate its clinical course.

The personal clinical observation of tuberculosis
pulmonary damage against MS has been given. Mo-
dern high technologies methods have been applied for
X-ray diagnostics. The dynamics of tuberculosis course
has been studied.

Key words: Marfan syndrome, pulmonary tuberculosis,
clinical and X-ray diagnostics.

Poct HaceaCcTBEHHBIX U BPOXK/IEHHBIX 3a00JI€BaHU
COCIMHUTEIBHOM TKaHU oTMevaeTcsi Bo BceM mupe. O0-
Hapy’KeHHbIe MHOTOYHUCIIEHHbIE MYTaIliH, HOBbIE HACTIE -
CTBEHHBIE H3MEHEHUS, BOHUKAIOIHE B MOJIOBBIX KJIETKAX,
TepaToreHHbIe PaKTOPhI BHEIIHEW Cpe/ibl IIPUBOJAT K YBe-
JIMYEHUIO B TTOMYJISIMY YaCTOThI HACIIEICTBEHHBIX O0e3-
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Heil [2, 5]. HoBble MenuKo-TeHeTUYeCKue 3HaHMUsI, MPH-
oOpeTeHre KIMHIUYECKOTO OITbITa MO3BOJISIIOT paciio3Ha-
BaTh HACJIEACTBEHHYIO H3MEHYUBOCTh, BEAYLIYI0 K
BapHUalsiM HOPMAJTbHBIX TIPHU3HAKOB JINOO K HACIIE/ICTBEH-
HbIM Oosie3nsM [ 19, 24].

Cunapom Mapdana (CM) — ayToOCOMHO-TOMHHAHTHOE
reHeTH4YecKoe 3a00IeBaHue, 1JIsi KOTOPOTO XapaKTepPHO I10-
pakeHUE COEIMHUTENIBHON TKaHU C MYJIBTHCUCTEMHBIMU
MposBICHUSIMU. B mporecc BOBIIEKalOTCA CKEJET, cep-
JIEYHO-COCYIUCTAsl CUCTEMAa M OPTaHbI 3peHHs. JTO CBs-
3aHo ¢ reHHoi myrtanueir FBN1 [6]. CM npossnsercs
JIUCTIPONOPIUOHATBHO JUIMHHBIMA KOHEYHOCTSIMHU, TOH-
KAMH XyJIBIMH MaJIbIIaMHU, COOTBETCTBEHHO XY/IBIM TEJIO-
CIIO’KEHHEM U HaJIMYUEeM IIOPOKOB CEPCUHBIX KIIAllaHOB U
aoptsl [11, 16, 18, 26, 27]. I'eneTuueckoe HapylleHUE
(YHKIIMOHUPOBAHHSI COCTUHNUTEIEHON TKaHH ITPOSIBIISETCS
BBIPOKEHHBIM KIIMHUYECKUM nojuMopduszmom [3, 7, 12,
21, 27]. TlpomomKUTENbHOCTh HU3HH JTHX OOJIBHBIX
orpanuuena 30-40 romamu [17], 1 y ogHOrO manueHTa
MOXET OBITh CTOJILKO MPOOJIEM CO 3/I0POBBEM, CKOJIBKO
cnenuanucTos B noaukiauHuke [4]. llupokuii ciexkTp Kiu-
HUYECKUX IPOSABICHUM OTHOTO CHHApPOMA Jaxe cpenu
YJICHOB OJHOW M TOM K€ CeMbU 0OBSCHSETCSI BRICOKOW Ya-
CTOTOM pa3NMYHBIX MyTaluil ogHOro reHa. B mocneqnue
ro/iel ObUTH OTKPBITHL Oonee 200 myTarmii rena FBNI [1].
[IpoBeneHa Oonplast SKCIIepUMEHTaNbHAsE paboTa JIIst Io-
HUMAaHU I HEKOTOPBIX TTATOPHU3NOIOTHUECKUX MEXaHU3MOB
CM u oCHOBHO# posu ipeoOpa3oBaHus GakTopa pocra
TGF-p B OCHOBHBIX MyTalUsIX. DTU PE3yJbTaThl O3BO-
JIWIN CO3/1aTh HOBBIE TE€PANIEBTUYECKUE METO/IbI JICUCHHUS
[18].

B 1896 rony ¢paniy3ckuii mpodeccop-nenuarp AH-
toHno JXan Mapdan onucan ISITUIETHIOK J€BOYKY MO
uMmenu ['abpuens ¢ Ype3BbIUAiHO TOHKUMH H JUIMHHBIMU
KOHEUHOCTSIMHU, KOHTPAKTypaMH CYCTaBOB, KU(OCKOIH-
030M M Ha3BaJI 3TOT CUHIIPOM pattes d'araignee (Tanblpl
nayka). PeOeHOK ymep B FOHOM BO3pacTe, BEPOSITHO, OT Ty-
Oepkysesa. Buenrnuii raduryc ['abpuens 1 mogoOHbIX ma-
LIUEHTOB C apaXHOJAKTHIIMEH U OJINXOCTEeHOMeNuen (0T
rped. dolichos — nMHHBIE, Stenos — TOHKUE, melis — KO-
HEYHOCTH) C TeX IOp CTaJId UMEHOBaTh CHHAPOMOM Map-
¢ana.

Pacnpoctpanénnocts CM, 1o JaHHBIM OTEYECTBEH-
HBIX U 3apyOeXKHBIX MYOIHUKAIMH, 3HAUUTEIEHO PA3HUTCS
u coctaBisieT oT 1 10 5 Ha 10 ThIC. YeoBeK, 4To 00yCIIOB-
JIEHO TPYAHOCTSIMM TMAaTrHOCTUKU CHHAPOMA U HEOJUHa-
KOBOW B pa3HBIX CTpaHaX CHUCTEMOW BBIABICHHUA U
HAOJTFOICHUS 3a 3TUMH OoJIbHBIMH [7, 17, 23].

Bo muoOrux crpanax mupa (@pannus, Kanana, I'epma-
nust, 1lBerms u ap.) co3aansl 00MIECTBA [0 U3YUYCHUIO U
HaOJIOIEHNIO 32 OOJBHBIMU C HACIIEICTBEHHBIMH 3a0071e-
BaHMSIMU COETUHUTENLHON TKaHHU, JEATENIbHOCTh KOTOPBIX
HafpaBlieHa, B TOM YHCJe, Ha MOMYJIpU3alUio 3HaHUH 0
3abosieBaHUH B IPO(ECCHOHANBLHOH Cpefie.

[Ipu3Haku 3a0ojeBaHUsI MPOSIBISIOTCS C MOMEHTa
poxneHust pebeHka. B nepuos HOBOpoXkIeHHOCTH 00Ha-
PY’KMBAIOTCsI CKEJIETHbIE aHOMAJIMH B BUJIE YIUTMHEHHS KO-
HEYHOCTEH, y3KOro JIMIEBOTO ueperna, MHOIJa B BHJE
nedopmanuu rpyaHoit kietku (puc. 1). Ilpu uccnenosa-
HUH Cep/IeUHO-COCYTUCTON CUCTEMBI ONPEEIIAIOTCS U3Me-
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HEHUsI, XapaKTePHBIE IJIs pEryprUTalui KPOBH B IpeJicep-
Jtst THOO ITPOXOXKICHUSI TIOTOKA Yepe3 aHOMaJIbHOE OTBEp-
CTHE B TMEPEropojkax, MporadUpoBaHUsI CTBOPOK
MUTPaJIBHOIO WM APYTHX KJamaHoB cepaua [1, 9, 15, 16].
C BO3pacToM BO3HMKAIOT MIPU3HAKH YBEIMUYCHUS THaAMETpPa
AO0PTBI, MOSBISIIOTCS aHOMAJIUH TJ1a3, OPOHXOJIETOUHON U
JIPYTUX CUCTEM opranusma [25].

ApaxHomakTuivs (11aykooOpa3HbIe Mablbl). ApaxHO-
naktwinio (oT rped. dactyl — naneun u Arachna — xeH-
IIUHA, COMIACHO JIETeHIE IpeBpalicHHass AQUHOU B
TayKa) BBISIBIISIIOT C IOMOIIIBIO KIIMHUYECKUX TECTOB, I0-
JIO)KUTEJIBHBIX NTPH HAIMYUH JUTMHHBIX ¥ TOHKHX TTaJIbIEB.
[IpuzHak «OombIIOro mainblia», win cuMmntom LlTeitH-
Oepra (Steinberg), THArHOCTUPYETCS NPH CTUOAHUU U
YKJIaJbIBAaHUU OOJIBIIIOTO MaJIbIIa MTOTIEPEeK JIagoHu. B ciry-
Yyae BBICTYIAHHsI KOHIIEBOTO OT/IeNIa HOITEeBOU (aslaHTh
OOJIBIIIOTO TTajIblia 38 Kpa JIaJloHA TECT CYUTACTCS IT0JI0-
xutenbHbIM (puc. 1 I' — coOcTBeHHOE HAOMIONEHNE ).

Jlpyroii mpu3HaK apaxHOAAKTHIMN — TECT «3aISICThS,
i cumitoM Yonkepa-Meprnoka (Walker-Murdoch). Ox
CUUTAETCS! MOJIOKUTEILHBIM TIPU MePEKPbIBAHUYU KOHIIE-
BbIX (hasyiaHT OOJIBLIOTO Majblia ¥ MU3MHIA MPH OXBare
MMM 3aIICThsI IPOTUBOIIONOKHOM pykH (puc. 1B — codct-
BEHHOE HaOJIIOICHUE).

Jonuxocrenomenus (yIIMHEHHE KOHSYHOCTEH ), OUH
13 OCHOBHBIX NPU3HAKOB cuHaApoMa Mapdana, onpene-
JISIETCS TIPH N3MEPEHUN KOHEYHOCTE! U pacyeTe HH/IEKCOB.

V3MeHeHns1 MO3BOHOYHOTO CTOJI0A BCTPEYAIOTCS B
BHUJIE CKOJIMO03a, KU(o3a, «IpsMoii ciusbl» (puc. 1b, 2b —
coOctBeHHOE HaOIoAeHNEe). CHHIPOM «IIPSIMOM CITUHBD»
— yMeHblIeHHEe (PU3UOJIOTHIECKOT0 TIOSICHUYHOTO JIOp/103a
— BBISIBJISIETCSI IPH OCMOTPE U Ha peHTreHorpammax. Cko-
JIM03 PaCCMaTPUBAETCs HE TOJIBKO KaK MPOIECC NCKPUBIIE-
HUSI TIO3BOHOYHHKA BO ()POHTAIILHOH IJIOCKOCTH, HO U KaK
MIOBOPOT BOKPYT BEepTHKaJIbHOU ocH (ckpyunBanue). Cko-
JIMO3BI YaCTO Pa3BUBAIOTCS B TPYJAHOM OT/ENE, BBIMTYK-
JIOCTBIO BIIPABO, C OTKJIOHEHHWEM MO3BOHOYHHKA OoJjee
20°. Metobl HCCIeA0BaHUSA MTO3BOHOYHHMKA BKJIIOYAIOT
¢u3MKaIbHBIe (OCMOTP W MaNbIIAys) U HHCTPYMEHTAb-
HbIE, B IIEPBYIO OYepeb PEHTIeHOJOTHuecKuit MeTon [9,
15, 20].

Junarnoctnka CM ocHOBaHa Ha MEXIYHAapOIHBIX
I'enrckux xpurepusx [ 10], MpUHATHIX TPYIION 3KCIIEPTOB.
B ocHOBY anropuT™a MoJIOKEHO BBIIEIEHHE «OOIBIIHX)
U «MaJbIX» KPUTEPHEB, XapaKTEPHU3YIOMIUX BBIPAKEH-
HOCTH U3MEHEHHH COeANHUTEIHHON TKaHH B OpraHax u
cucremax. «bosplne) KpUTEpHU CBUIETEINBCTBYIOT O Ha-
JIMYUH B COOTBETCTBYIOIIEH CHCTEME OPTaHOB MATOJIOTH-
YECKU 3HAUUMBIX U3MEHEHUH, «MaJyble» KPUTEPHH — O
BOBJICYCHUH TOW MJIM MHOW CHCTEMBI B Iarojoruto. Tpe-
6oBanus k tuarnoctuke CM pa3inyarorcsi B 3aBUCUMOCTH
OT JIAHHBIX HACJIEICTBEHHOTO aHAMHE3a.

W3 naubosee XapaKTepHBIX DPA3IUYHBIX aHOMAJIHI
CTpoeHUs U (PYHKIMK ONOPHO-/IBUTATEIBHOTO ammapara,
JIMaTHOCTUYEKH 3HAYUMBIM SIBJISIETCS OOHApy»KEeHHUE, Mo
KpaiiHeil Mepe, 4 13 9 THITMYHBIX «OOJBIINX)» TPU3HAKOB
[22, 24, 25]:

* KIJIEBHAHAS JleopMaIus rpyIHON KIETKHU;

* BOPOHKOOOpasHast ieopMarust TpyHON KIETKH, 00-
YCIIOBJIMBAIONIAs HEOOXOMUMOCTh XHUPYPIrHUECKOTO BME-
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1aTeNIbCTRA;

* OTHOIIEHUE MEXTy pa3MaxoM pyk 1 pocToM 1,03 niu
Ooiee;

* OTHOIIICHHUE JUTUHBI BEPXHETO M HUXKHETO CETMECHTOB
Tena menee 0,89;

* CUMIITOMBI «OOJIBIIIOTO MAaJIbIa» U «3aISCThS;

* ckonro3 Oosiee 20° WM CIIOHIUIIONINCTES;

* CHIDKEHHE BO3MOXKHOCTU BBITPSIMIICHHS JTOKTS 710
170° u menee;

* MeAMAILHOE CMEIEHUE MEeTMATbHOM JIONBIKKH, TIPH-
BOJIAIIIEE K TUIOCKOCTOIHIO;

* IPOTPY3Hs BEPTIIYKHOM BIAJUHBI JIFOOOH CTEHICHH
(TonTBep K ICHHASI PCHTTCHOBCKUM CHHMKOM ).

Puc. 1. ITanmenTka K., 23 roga. BelpakeHHBIE CKEIETHO-MBIIIIEUHbIE N3MEHEHNS, BKIFOYAIOIe HApYLIeHUs CTPYK-
TYpBI IUIOTHOM COETMHUTENFHOM TKaHU M Xpslla — IPU3HAKK cHHApoMa Mapdana: A — BHEITHUH BT TAIIMEHTKH — acTe-
HUYECKas KOHCTHUTYLHUS, BBICOKHH DPOCT, HEIPONOPHUOHAJIBHO YUIMHEHHbIE KOHEYHOCTH (JIOIMXOCTECHOMEIHS ),
BOpPOHKOOOpasHas rpy/iHas KJIeTka; b — HCKpuBieHHE TpyaHON KIeTKH, ckosno3 (3D — pexonctpykimst mpu MCKT); apax-
HOAAKTHIIHS (T1ayKooOpa3HbIe Majbllbl) — TECT «3arsicTbs» (B), Tect «Obonbioro naisuay (I).

CepaeuHo-cocynuctele u3MeHenus npu CM BKIIo-
YaloT MPOIIA0UPOBAHIE CTBOPOK MUTPAIHLHOTO KJlaraHa ¢
perypruranuei mim 6e3 Hee, MUKCOMAaro3, MIaTaIUo Jie-
BOTO XKENTyJI04YKa ¥ CEPJICYHYI0 HE0CTATOUHOCTb, JUjIaTa-
LU0 HAYaJIbHOTO OT/ENa JIETOYHOW apTepuu |
BOCXOJIAIIETO OT/IEIa A0PThI, AHEBPU3MBI JIETOYHBIX, KOPO-
HapHBIX, MO3TOBBIX M IPyIHX cOCy0B. CepedHo-coCy/Iu-
CThle M3MEHEHHs YacTO OIPEEISIOT MPOTHO3 KU3HU
nanyeHToB: B 90% ciyuaeB OOJIbHBIC YMUPAIOT, HE TOKUB
110 40-50 7et, B pe3ynbTare paccioeHus U pa3pbiBa aOPThI,
MIPOTPECCUPYIOIIEHN CepACUHON HETOCTATOYHOCTH, PA3BUB-
mielicsi B pe3yJbrare HeJ0CTaTOYHOCTH aOpPTaJbHOTO U
MUTpaJIbHOTO KJanaHos [3, 15, 16].

TonoBa mpu CM o00bIYHO monuxouedannyecKoi
(OpMBI € pa3BUTHIMU HAJIIA3HUYHBIMU TPEOHSIMHU U BbI-
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CTYMAONIMM JIOOM, TITyOOKO 3alaBIIMMHK Tiia3amMu. Bax-
HBIM MPU3HAKOM SIBIISIETCS PACcCIaOICHHOCTh CBS30K C
Ype3MEPHON TOMBHKHOCTHIO CYCTaBOB KHUCTEH M CTOI
[25].

Vi3mMeHeHust OPOHXOJIETOUHOM CUCTEMBI, KaK TIPaBHIIO,
BBISIBIISIOTCSI ClTy4aiitHo. YacTo pa3BUBACTCS CIIOHTAHHBIN
MTHEBMOTOPAKC B PE3yNIbTaTe pa3pbiBa Oy, JTOKAIH3YO-
IIMXCS B BEPXHUX OT/ENAX JIerKux. Hanmnuue annkaabHbIX
OyJu1 6e3 pa3phiBa JMATHOCTHPYIOT C IOMOIIBEO PEHTTCHO-
JIOTUYECKOTO METO/Ia MCCIICIOBAHUS U B TIEPBYIO OYepeb
C TIOMOIIBIO MYJTBTHCIUPATIBHON KOMITBIOTEPHO# TOMOTrpa-
¢un (MCKT). lepopmaruu rpyHO# KJISTKH 00YCIOBIIH-
BAIOT Pa3BUTHE MPU3HAKOB 3M(HU3EMbI JIETKHUX, YaCThIX
pecrpaTopHbIX HH(EKIMH 1 IbIXaTeIbHON HEM0CTaTOu-
HocTH [1, 4, 7]. HacToTa pecnupaTropHbIX U3MEHEHUH pu
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CM, 10 JaHHBIM Pa3IUYHBIX aBTOPOB, cocTasisteT 10-25%
[8,21,22]. J.R.Wood [26] uccenoBan marepuaib 100 ma-
uenToB ¢ CM. Kpurepusimu 11st hopMUpOBaHHS TPYIIIBI
OOJILHBIX OBUIN OTKJIOHEHUSI PA3BUTHS OPraHU3Ma, XapaK-
tepubie 1t CM, B ABYX M3 TpeX OTJENbHBIX CUCTEMax
(ckeneTHbIE, CEPlIEUHO-COCYANCThIC U TIIa3HbIe U3MEHEe-
nust). M3 100 npoanaiu3upoBaHHbIX OOJBHBIX, 48 marm-
€HTaM BBITIOJHEHBI OINEpallii Ha CepAle W KPYMHBIX
cocyzax, y 11 manueHToB ObUTM PEHUANBUPYIOIINE ITHEB-
MOTOPAKCHI, Y 8 OOJIBbHBIX — THEBMOHUH WIIH JIPYTHE pec-
MTUpaTOpHbIC HHPEKINH, Y 2 MAIIHEHTOB — OPOHX03KTa3bI.
XapaxktepHa OyuteszHas sM(pu3eMa, IIeBPaIbHbIA GHOpPo3.
[TaToreHes jerouHsIx U3MeHEHUH crnoxeH. OCHOBHOE
3HAa4YE€HUE OTBOJSAT HAPYIICHHSM JIETOYHON apXUTEKTO-
nuky. [Ipu CM snactuueckre BOJIOKHA B aIbBEOJISIPHBIX
MIEPEropoKax MOSBISIOTCS PaHbIIE, YeM B HOPME, YTO
CIOCOOCTBYET HApYUICHHIO BO3PACTHBIX 3aKOHOMEPHO-
creil GOpMUPOBAHHMS ANIACTUUECKOTO KapKaca JIETKHX, MbI-
LIEYHO-XPAIIEBBIX  CTPYKTYp TpPaxeoOpOHXHAIBLHOTO
JlepeBa, MOBBIIIEHHON PacTSHKUMOCTH CTPOMBI JIETKOTO.
DKCIUPATOPHBINA KoJuIaric OpoHXOB, OpOHXHMANIBHAS 00-
CTPYKIIHSI CHOCOOCTBYIOT 3aXBaTy BO3/yXa IO TUITY «BO3-
JIyIIHBIX JIOBYIIEK» B TEPMUHAIBHBIX PECIIMPATOPHBIX
otaenax ¢ GpopMupoBaHHeM dMpu3eMaTo3HbIX Oyt [8,
21]. ®opmupoBaHue OPOHXOICTOUHON MATOJIOTHH CBS3bI-
BaIOT TaKXe ¢ JeopManusiMu rpynHoi kiaetku [19, 21].
JHedopmanus rpyaHoit kietku y 6onpHBIX ¢ CM BeTpeua-
ercs B 40-55% cmyuaes [22, 27]. [Ipu CM MexaHuueckue
¢dakTopbl, 00yciOBIEeHHBIE jaedopMmanyed TpyIHON
KJIETKH, CTIOCOOCTBYIOT CIABJICHUIO OPTaHOB JbIXaTeIbHON
CHCTeMbl. BaskHBIM MOMEHTOM pa3BUTHUS PECITUPATOPHBIX
HapYILIEHUH SBIISIETCS] BOBICUEHHE B IATOJIOTHYECKHUH ITPO-
LIECC COEIMHUTEIBHON TKaHH, BXOJISIICH B COCTaB CTPOMBI
nerkoro [13]. Kak cnenctBue nereHepaTUBHBIX CTPOMAITh-
HBIX M3MEHEHHH XapaKTePHBIMU SIBIISIOTCS HapyIIEHUsI CO
CTOPOHBI OPT'aHOB JIbIXaHMUS! B BU/I€ CIOHTAHHOTO THEBMO-
TOpaKca, SMPHU3EMbI JICTOYHON TKaHH, a TAK)Ke HHPAPKTa
nerkoro. Hapsity ¢ 3TUM, HMEIOTCSI CBEJICHUSI O TOM, 4TO
CM MOXeT COTPOBOXKAATHCSI BPOXKJICHHBIM HEI0Pa3BH-
THEM JIETKHX, MHOTOUYHCIICHHBIMHA KHCTaMH JIETKUX, BPOXK-
JIEHHOM SM(HU3eMOil, JBYCTOPOHHUM pacIIUpEeHHEM
npocBera OpoHxoB — OponxodkTazamu [11, 13]. Mopdo-
JIOTUYECKUe U3MEHEHUs B Jierkux rnpu CM ObIBatoT opoi
CTOJIb 3HAYHUTENBHBI, YTO SIBJISIOTCS MPOBOLMPYIOMIUM
(akTOpOM CEphe3HBIX JUATHOCTUYECKHX  OIIUOOK.
P.P.Gupta et al. [14] onuchiBarOT ciy4ait ¢ 55-j1eTHUM
MYKYHHOH, Y KOTOPOTO OBLIIM pECIMpaTOPHBIE MPOOIEMBI,
TIPOSIBIISIIONIMECS] PEHTTEHOJIOTUUECKH MAaCCHBHBIMH aITH-
KaJIbHBIMH JIETOYHBIMU HACJIOCHUSIMU. BbUT BBICTaBIICH [TH-
arHo3  TyOepkyie3a JIerKMX W, HECMOTps Ha
OTpHIIATENIbHbIE OAKTEPHOIOTHYECKHE TTOKA3aTeIH, eMy
MIPOBOAMIICS Kypc XuMuorepanuu. Yepes 3 mecsia npu
MTOBTOPHOM 00CJIEIOBaHUU B LIEHTPAJIBHOMN KIMHUKE OfI-
HOTro M3 mraToB MHauu nuarno3 Tyoepkysesa ObL OTBEpT-
HYT, a MaTOJIOTHYECKUEe H3MEHEHHs B JIETKUX ObLIN
paclieHeHbl, KaK OJTHO U3 JIETOUHBIX MposBieHui CM.
OCHOBHBIMH TIATOT€HETHYECKUMH (haKTOPaMH, ITPUBO-
JUIIIIMA K 1ehopManysM TPYJHOH KIIETKH, CYUTAIOT He-
TIOJTHOIICHHOCTh PeOEpHBIX Xpslied (AucTpoduueckue
W3MEHEHUsI XOHPOILUTOB C HAPYNIEHUM (hOPMHUPOBAHUS
XOHJIPHHOBBIX BOJIOKOH), @ TaKkke ci1aboCTh peOepHBIX
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mbim [8, 13]. dedopmariys rpyHON KIETKH, B CBOIO OUe-
pellb, MPUBOAUT K HEPABHOMEPHOI KOMITPECCHH JIETOYHON
TKaHU, U3MEHEHHIO TOJIOKEHHsI OPOHXOB, HAPYIIECHHUIM
OMOMEXaHUKH JIBIXaHHsl, I3BMEHEHHIO CTPYKTYPBI ¥ (DyHK-
LUK JBIXaTebHON MYCKYJIaTyphI.

BoponkooOpasHass nmedopmanus TpyIHOW KICTKH
3HAYUTENIFHO Yalle, 4YeM KHJIEBHIHAs, IMPUBOAUT K
OTpPaHUYEHHIO DKCKYPCHUH JIETKUX M HapyLICHUIO TIpUca-
CBIBAIONIETO JICHCTBUS, CHIDKAIOIIUM OTPHIATEIHHOE
BHYTpUIpyIHOE naBieHue. [1pu kuieBuIHoM nedopmarum
MIPOMCXOJAIT POTALUS CEPALA, IEPEKPYT KPYIHBIX COCY-
JI0B, eopMarys mpocsera OpoHxoB [8].

Takum o0Opazom, marojorusi OPOHXOJETOUHOH CH-
CTEMBI — HEPEJIKOE ITPOSIBIICHUE MOHOT€HHBIX 3200JIeBaHHUI
coequHUTENbHON TKaHU. [Topaxenue nerkux npu CM or-
JIMYAeTCs! KIIMHUKO-MOP(OIOTHYECKUM MOTUMOP(GU3ZMOM,
YTO B 3HAUYUTEIBHON CTEIICHHU OIpPENENsIeT TSHKECTh Tede-
HUSI 9TOTO CHH/IPOMA, & MHOT/IA €r0 UCXO/.

[TpuBoaMM cOOCTBEHHOE HAOMIOEHNE.

Ha xoncynomamuesnuiii npuém 6 nonuxaunuxy lanvme-
B0CHIOYHO20 HAYHYHO20 YEeHMPA (QU3UOI02UU U NATNOL0UU
Ovixanusi Ovlia Hanpagiena nayuenmka 6 gospacme 23
J1em, HaxX00AWascsl Ha 1e4eHUl 8 NPOMUEBOMYOepKYIE3HOM
oucnancepe no nogoody 08yCMOPOHHE20 UHDUIbMPAMUS-
Ho20 mybepkynésa néexkux. bonvnas nanpaenena na Kom-
NbLIOMEPHYI0 MOMOPADUIO 0151 YmMOUHeHus Xapakmepad u
00BéMa nopasicenus.

Ha momenm ocmompa scanobwl ne npedvsensiem. Hsz
anammesa 3a001e6aHUsL U36ECTHO, YO Y NAYUEHMKU Obll
KOHmMaxm ¢ O0nbHbIM mybepKynezom (omey ymep om niy-
beprynéza neexux). Msmenenus @ 1é2kux mybeprynesnoco
xapaxmepa sapezucmpuposanst 6 2008 2. Ha ¢hone npo-
B00UMOLL NPOMUBOMYDEPKYIEIHOU MEPAnUlU, NPOYecc Npo-
epeccuposan. B 2009 e. nossunucy norocmu pacnaoa.
Hasnaueno neuenue no Il B pexcumy xumuomepanuu (u-
meHcusHas asza), komopoe noiyuana 6 meuenue 6 mecs-

yes. Ionocmu pacnaoa 3aKpbLIACY, Ho
unguIbMpamusnvie GoKyCcvl OCMABAIUCH CIAOUTLHBIMU.
MBPBT (-).

Ipu obvexmuenom ucciedosanuu oopawaem Ha ceos
BHUMANUE BbLICOKULL POCT, ACEHUYECKOe MENOCL0dICeHUe,
2PYOHAsL KemKa umeem 60poHKooopasuyio gopmy. onu-
xocmenomenus. Ilpusnaku apaxnooaxmuiuu, noomeep-
HCOEHHBIE NOIOANCUMETLHBIMU  MeCmamt  «DONbU020
nanvyay» u «3ansicmosiy (puc. 1).

B nézxux ovixanue gesuxynaproe ociabnennoe, Xpunsl
He svicayuugaromes. Tonvl cepoya npueiyulenvl, pumm
NPAGUILHBLIL, CUCMOTIUYECKUL WyM Ha gepxyuike. 1o Opy-
2UM Opeanam u cucmemam 6e3 ocobeHHocmell.

Ipu dononnumenvHvix Memooax uccie008anus: 6 Kiu-
HUYECKUX U OUOXUMUYECKUX NOKA3AMENAX KPOBU NAMONO-
2Usl He 6blsBNEHd.

Ha penmeenoepammax (puc. 2) onpedensemcsi snauu-
menvHas Oegpopmayusi ckejiema pyoHOU KI1emKuY, Hepas-
HOMepHasi GeHmMUIAYUsL 8 1e2Kux. B eepxnux donax o6oux
neekux eusyaiusupyiomes 2 ¢hoxyca un@uibmpayuu
(cmpenxu).

Brimomaena MCKT ¢ ucnonb3oBaHMEeM HHCIHpA-
TOPHO-IKCIUPATOPHOTO TECTA, MYyIbTUILIaHApHON 1 3D
pexoHCcTpyKUuH (puc. 3, 4).

JlaHHO# MalMeHTKe OBLIO BBIIOJIHEHO TPEXKPATHOE
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KT-uccnenoBanne opraHoB rpyIHOM KJIETKH C UHTEpBa-
JI0M B 7 MecsiiieB. B MokpoTe 3a Bech IepHo;] HaOIrOnEeHHs
MHUKOOAKTEpHH HE BBISBICHBI. VI3MEHEHHsI B JIETKHX
OCTalOTCs CTA0WIIBHBIMH, YTO CBUJICTEIHCTBYET O XPOHH-
3anuu nporecca U GopMUPOBaHUH (PHOPO3HO-UHPUIIBT-
paruBHBIX  (OKYCOB  —  OONBIIMX  OCTaTOYHBIX
mocTTyO0epKyse3Hbix u3amMeHenuil. B 2011 1. mepeBencHa B
[II rpynmy aucnaHcepHOro yuera.

Takum o0pazom, meron MCKT, 0coOeHHO ¢ HCTIONB-

30BaHUEM HWHCIUPATOPHO-IKCIIUPATOPHOTO TECTa, Ha-
IJBSITHO JIGMOHCTPHUPYET BBIPAXKEHHOCTh U PAaCPOCTPaHEH-
HOCTB CTPYKTYPHO (DYHKIIMOHAJIBHBIX U3MEHCHHI OPraHOB
neixanus y 00bHeIX CM. be3ycioBHO, OlleHUBAsT 3TH U3-
MEHEHHUSI, JIOTHYHO CIIPOTHO3UPOBAThH 3HAYUTEIIHHBIN PUCK
BCEBO3MOXKHBIX JICTOYHBIX OCJIOKHEHMM, CBS3aHHBIX C
BPOXKIEHHBIMU COEIMHUTENbHO-TKAHHBIMU JIeT€HEPaTHB-
HBIMHU U3MEHEHHUSIMHU OpTraHU3Ma.

Puc. 2. [TarnenTxa K., 23 roga. A — peHTreHOrpamMMa B IPSIMOM MpoeKInu, b — 1eBoit 6okoBoi poekiu. BeipakeH-
Hast ieopManys TPyIHOM KIIeTKH, «Ii1ocKas criHay (b). B Bepxymrkax o0ouX JIErKuX BU3YaIM3UPYIOTCS (OKYCHI UH-

¢bwibTparuu (CTpenku).

Puc. 3. INamuentka K., 23 rona. MCKT, cepus akcHanbHBIX CKAHOB BEPXHHUX OTIENOB Jerkux. A, b — BepxHuil psag
CHHMKOB, CKAHMPOBaHHUE Ha BJOXe, B, I — HWKHUIA psil, CKAaHNPOBaHUE Ha BbIJJOXe. B 000MX JIErKNUX OMpeAeNstoTCs NH-
¢ubTpaTuBHBIE POKYCHI U 0YATrOBBIN OTCEB, XapaKTepHbIE [Tl HHPHUIBTPATUBHOTO TyOepKyie3a ierkux. TyOepkye3Hbie
W3MEHEHHs] PETUCTPUPYIOTCS B 30HE MO3aMYHOM Mep(y3ur ¢ y4aCTKaMH BBIpaKeHHOW TunepuHusiimu. JlanHble n3mMe-
HeHus 0oJiee OTYETIIMBO 3aMETHBI ITPU CKAHUPOBAHHUH B SKCIIUpaTopHyto (asy apixanus (B, I').
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Puc. 4. [Taumentka K., 23 rona. MCKT B sxcrimparophyto a3y apixanus. MyJIbTUILIaHApHAS! PEKOHCTPYKIHS B TIPS
Mo (CpequHHBIN cpe3) 1 JIeBoi 00KoBOH npoeknusx (A u b, cootBeTcTBeHHO). Bhipaskennbie 1udy3Hble AereHepaTB-
HbIE U3MEHEHHUS B JIETKHX: MO3anuHasi miepdy3us Bo Bcex 30Hax (0oJIblie B BEpXHUX) 000UX JIETKUX U COOTBETCTBYIOIIAsSI
el HepaBHOMEPHOCTh BEHTHIISIIIMU. B BepXHUX 701X 000MX JeTkux 1uddepeHupyrorces: poKychl HHPHIBTPAILHH C TIe-
pudoxambHBIM 0TCeBOM. BripaskeHHast teopMalysi TpyaHOM KIIETKH: B KOPOHAPHOH ITIOCKOCTH — Pa3BEPHYThIE BEPXHHE
OT/IEJIbl, B CATUTTAJIBLHOM TNIOCKOCTH — KAPTHHA «IUIOCKON CITUHBD».

Takue manueHThl JODKHBI HAXOMUTHCS IO MOCTO-
SIHHBIM JTUCTIAHCEPHBIM HAONIOJICHUEM, UM II0Ka3aHO HE
TOJIBKO TPAAUIIHOHHOE KIIMHUKO-PEHTTCHOJIOTHYECKOE 00-
cienoBanue, Ho 1 MCKT, ¢ mpuMeHeHreM NoIHOTO apce-
Haja COBPEMCHHBIX IHArHOCTHYECKHUX TeCTOB. Her
COMHEHWUSI B TOM, 4TO 00JIee IIMPOKOE UCIIOJIb30BAHNE CO-
BPEMCHHBIX METOJIOB JIYY€BOM TUATHOCTHKHU y OOJBHBIX
CM 1103BOJIHIIO OBl BBISBISATH CKPBITHIC, MAJIOCUMIITOM-
HBIC PECHUPATOPHBIC HAPYIICHUSI M, TEM CaMbIM, IPE/-
OTBpamath MHOTHE ociokHeHuss CM, B TOM YuCle U
TyOepKyJie3 JIeTKUX.
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