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HEAUDOOEPEHIIUPOBAHHAS AVCIIAA3US
COEAVMHUTEABHOM TKAHU Y AETEU

CapaToBCKUY rocypAapCTBEHHBIN MEAUITUHCKUM yHUBepcuTteT, PO

CoenuuurenbHasa TKaub (CT) mpencTaBisieT CJIOMKHO
OpPTaHM30BaHHYIO CHCTEMY C OTPOMHBIM KOJUYECTBOM
3BEHBEB, KAXKI0€e U3 KOTOPHIX KOHTPOJIUPYETCS OIpe e IeH-
HBIMU TeHaMU. ITO 00CTOSATEIBCTBO 00BICHIET TeHeTHUYeC-
KYIO TeTePOTEeHHOCTh U Pa3HoOoOpasue MaTOJOTUYECKUX 13-
menenut CT. IlociegHure MPOABIAIOTCA TaK Has3bIBaeMO
nucnnasueit CT (ICT).

B ciyuae, Korga U4eTKO MB3BECTEH TeHETUUECKUH [e-
dexT rena, [ICT orHOCAT K AuddepeHnupoBaHHbIM. Hau-
0oJiee MBBECTHBIMU CPEAN HUX ABJIAOTCA cuHApOoM Mapda-
Ha, diepca—/aHmoca, HECOBEPIIIEHHBINI OCTEOTe€HE3, 3JIac-
THUYecKas IICeBIOKCAaHTOMAa. Bce sTu 3a60€BaHUA UMEIOT
ompeesieHHBIN Ha0Op KJIMHUYECKHX IIPUBHAKOB U He
IPEJICTaBIAIOT 0COO0TO 3aTPYLHEHUA IPU IIOCTAHOBKE IU-
arHo3a. OJHAKO YacTOTa BBIABJIEHUA Te€HETUUECKU «UUC-
TBIX» CUHAPOMOB HeBesimKa. s cuagpoma MapdaHna oHa
cocrasiaser 15 wa 1 000 000, nna cuagpoma Aiepca—Jlam-
goca — 1 ma 100 000 pogusiuxcs [1]. B 6onbiinHCcTBE CIIy-
uaeB HAGOP PEHOTUNINYECKUX IPU3HAKOB HE YKJIAJbIBAETCSA
B OIIPeIeJIEHHBINA TeHeTUUECK U CUHIPOM, a JIUIIIb HATIOMU-
HaeT ero. B Takux caydyasx roBOpAT O (DEHOKOMUSIX, Hall-
pumep «MapdaHOIOLO0HON» MU «3JIEPCOIIOLO0HOM» .

OnHaKo B MOBCEIHEBHOU paboTe Bpauy IPUXOTUTCS
CTAJIKMBATLCA C MAI[MeHTAMHU, UMEIOIUMU TOJBKO OJUH
WJIN HECKOJbKO (peHoTHMNMuUeckux mnpusHaxkos IICT, Koto-
pble HeJib3sl OTHECTU HU K OJHOMY M3BeCTHOMY auddepeH-
IIUPOBAHHOMY CHUHIPOMY. B 3THX cilydyasx TOBOPAT O He-
nuddepennuposannoit [[CT (HICT). B nureparype nias
0003HAUEHUSA MOJOOHBIX CJIyYaeB MCIOJIb3YeTCs aKPOHUM
«MASS-henoTun» mo mepBeIM OyKBaM HamboJiee UYaCTO
Aorta,
Skeleton, Skin), akpouum KCY-penorun (Koxka, cepire,

BcTpevawmuxea axHomaauii (Mitral Valve,
yepert). 'oBopaT Takke o caadoctu CT, MeseHXUMAaIbLHOM
HEJJOCTaTOYHOCTU, CUHIPOME «MaJIbIX COEJUHUTEJIbHOT-
KaHHBIX JUCILIA3UH».

IIpuunnoit HICT npuHATO cUMTATh BHEIIHUE WJIU
BHYTPEHHUE IIOJIUT€HHO-MYyJIbTHU(AaKTOPUATIbHBIE BO3MAEIi-
CTBU Ha ILJIOJ B heTATHHOM IIEPUOJE PA3SBUTHUA, CIIOCOOHBIE
BBHI3BAThH IOBPEXKAEHUA TeHETUUECKOr0 anapara.

Pacnpocrpanernocts HICT Benuka. ITo ranasim M.dJ.
Glesby u R.E. Pyeritz (1989), 60/1ee 110/I0BUHBI HAIIEHTOB,
HAIpaBJIEHHBIX B IeHETWYECKUE IeHTPHI C IPU3HAKAMU
HIOCT, #He mMe0T 4eTKO OYEepPUEHHOU HAacCJeICTBEHHON
narosoruu. OTHAKO TOYHBIX CBENEHUII O PACIPOCTPAHEH-

woctu HIICT HeT, 4TO BO MHOTOM 3aBUCHUT OT METOJOJIOTH-
YeCKUX IIOJXO/0B U TEXHUYECKON OCHAIIIEHHOCTH.

Veenuuenue unciaa HIICT B mocienHee BpeMs CBA3bIBA-
IOT C YXYAIIEHNEM 9KOJOTHYECKOH 00CTaHOBKU, CTPECCAMU,
HeaqeKBaTHBIM nutanmeM. OCTpble pecuupaToOpHbIe BUPYC-
HBIE 3a00JIeBaHUA, TOKCUKO3LI 0€PEMEHHOCTH, NHOEKITNOH-
HO-BOCIIAJIUTEJbHbIE 3a0071€BaHNS YPOTEHUTAIHLHOTO TPAKTa
Yy MaTepu B aHTEHATAJIBHBIIN IEPUOJ, PA3BUTUA OTMEUAJINCE ¥
75-93 % pnereii ¢ CPK. ¥ 20 % mnamueHTOB BbIABJIECHO IIePHU-
HaTaJbHOEe HeOJIaromoJsyyue: OBICTPBIE, CTPEMUTEJILHBIE
POZBI, KecapeBo ceUeHNe, BAKYyMIKCTpaknua [2].

Crenens BripakerHOCcTH npoasienuii HIICT 3aBucur
OT CPOKA U CUJIBI MyTAareHHOTO BO3AEUCTBUA Ha IIJIOJ], & TaK-
JKe OT CTEIIeHW 9KCIPECCHUBHOCTHU M IE€HETPAHTHOCTU IIOB-
PeKIOeHHBIX TeHOB [3].

Kaunnueckue nmpoasimenus HICT upesBbIuaiiHO MHO-
TOo00OpasHbl ¥ HOCAT IIOJIMCUCTEMHBIN xapakrep. X pasme-
JISTIOT Ha BHEIIIHVE U BHYTPEeHHIE, TO eCTh BhIABJIAEMbIe C I10-
MOIIIBIO AOMOJIHUTEIbHBIX METOLOB UCCJIe[OBAHUS CO CTOPO-
HBl Pa3JIUYHBLIX OPraHOB U CHUCTeM. BHellHWe NPU3HAKU
HICT: acreHnuecKuii TMI KOHCTUTYIIUU, YBEJIUUEHE IIPO-
IOJIBHBIX DPasMepOB Tejia, HapyllleHWe OCAHKU, ITOBHIIIEH-
Has PaCTAKUMOCTb KOXKH, CKOJIN03, Kudos, nedopmanuu
TPYAHOM KJIETKU, UCKPUBJIEHUS HOT, IIJIOCKOCTOIIHE, «CaH-
JaleBULHAS» MeKIIaIblieBad IfeJb Ha HOTaX, CUH-, IIOJIU-,
KJIWHO-, apaXHOJaKTUINUSA, T'HMIEePMOOMIBHOCTH CYCTABOB,
WCKPUBJIEHNE HOCOBOM II€PETOPOJKY, YaCThle HOCOBbIE KPO-
BOTEUEHUs, MUOIUSA, HIUKAHT, BHICOKOE U «TOTHYECKOE»
HEOO, HAPYIIEHUSA pocTa 3y0OB, HEMPABUJIBHBIN IPUKYC,
aHoMaJinu (JOPMBI U Pa3MePOB YIITHBIX PAKOBUH U Ap. [4].

denorunuueckue npusHaku HICT co croponsr ITHC
¥ BHYTPEHHUX OPTaHOB BBIABJIAIOTCSA IPU AOTOJHUTEIb-
HBIX WHCTPYMEHTAJbHBIX U JIA00PATOPHBIX WCCJIEIOBAHU-
ax. Haubonee usyuensl nposasieHusa HIICT co croponsl
CePAEYHO-COCYANCTOIN CUCTEMBI, CYII[eCTBYET KJacCuuia-
uA MaJIbIX aHOMAaJIuil pa3BuTud cepana [5]. Hame BcTpe-
YalOTCA IIPOJIAIICHI KJAIAHOB, NOIOJHUTEJIbLHBIE XODJHI,
IUCTONUY MATWJLIAPHBIX MBI [6]. [lokasaTenbHBI Tpaxeo-
OpOHXMANbHbIE NUCKUHE3UN, He()POITO3 U BUCIEPOITO3,
AaHOMAaJINM IIOYEK, JKeJIYHOTO IMy3bIPA, IIOJOBBIX OPTaHOB.
Co cropors! ITHC ormeuaroTcs nedeKThI PeUH, BETETOCOCY-
nucras guctouus [7—9].

Cy1ecTByeT 3aBUCUMOCTE MEKy KOJIUUECTBOM BHEIII-
HuX QeHorunuuyeckux mpoasaeHuit HICT u BuiaBIsieMoit
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maToJIOTUU BHYTpeHHUX opraHoB. Ilo mamuwim JI.B. Co-
sgoBbeBo# (1999), nmpm Hamuuuu 3 BHEIIHUX IIPU3HAKOB
OCT B 71% cayuaeB BuisiBasiinch anomanuu CT co cropo-
HBI cepAra, a npu 4 u 6osee — B 89% . Ilopakenue 7 cucrem
(xKOKa, OIOPHO-ABUTrATEJbHAA, MBIIIIEUHAA, MOUYEBbBIIEIN-
TeJbHAs, [bIXaTeJbHasd, CePAeYHO-COCYAUCTas, IUIeBAPU-
TesbHAas1) HabGaoAam0Cch y 25 % manueHToB ¢ MaabiMu (op-
mamvu HIICT, a nmopakenue 4 cucrem (Ko2kKa, OIIOPHO-IABUTA~
TeJbHAasI, MBIIIIEUHAs, AbIXaTeJbHas) — TOJbKO Yy 5% [T7].

Kauanuecku HIICT manudecTupyer B pasaiudHble BO3-
pacTHbIe Iepuobl, U GYHKIMOHAIbHAA HEIIOJIHOIEHHOCTD
CT nporpeccupyer ¢ Bodpacrom [10, 11].

Ecnu y manuenTa HapsALy ¢ BHEIIHUMY IPOABIEHUAMUI
HIOCT nmeeTcsa KIWHUYECKU 3HAUMMAasd NATOJOTUSA XOTH
OBI OHOTO BHYTPEHHET0 OpPTaHa, TO B TAKOM CJIydae I'OBO-
par o cuaapome HICT.

Jla6opaTopubiM moaTBep:kaeHreM HIICT mpumsaTo cun-
TaTh HOBBIIIIEHNE CYTOYHOM SKCKPEIIY OKCUIIPOJINHA B MO-
e, KOTOPOe OTpaskaeT n30bITOYHBII KaTaboaIn3M KoJLIareHa,
a TakK’Ke IOBBIIIEHNE CYTOUHON SKCKPEIUU TVINKO3aMUHOT-
JUKAHOB, CBUETEILCTBYIONIEE 00 M3OBITOYHOMH Jerpafaliun
IPOTEOTJINKAHOB MEKKJIETOUHOTO MaTpukca [7, 12—15].

ITIo gamawpim A.H. Opiosoit (2000), mpu usydyeHUU
KOKHBIX OmnonraToB y aull ¢ HCT/L BbIsABJIeHBI HapyIIEHUE
IIPOCTPAHCTBEHHOTO DPACIOJIOKEHUA, HEePAaBHOMEPHOCTH
TOJIIIIUHBI KOJIJIAT€HOBBIX BOJIOKOH, IECTPYKIIUA U OTpy06Jie-
HUe 3JIACTUYECKUX BOJIOKOH, U3MEHEHUA B MUKDOIUPKYJIA-
TOPHOM DpyCJe:
COCYZI0B, KDOBOUSJINAHUS.

TOPIUTEINANbHBIN OTEK, IIOJHOKPOBUE

JlokaszaHO CyIlleCTBOBAHVE BTOPUYHONU MUTOXOHIPU-
aJbHOI HEJOCTATOYHOCTH U CHUKEHUE aKTUBHOCTHU CYKITU-
"Hatgerugporenassl npu HIICT, B uacTHOCTU IpU HEIiPOTeH-
HO¥ AMCYHKIINU MOUEBOIO ITy3bIPA U 9Hypese y xereit [16].

Cy1ecTByIoT 0COOEHHOCTU 3a00JeBaHUl, ITPOTEKAalo-
mux Ha pore HICT. C sTux mosuiuii 0COGEHHO IIUPOKO
usyuatorcs nposasiaenus HIICT cepama. ¥V gereit 9To pesk-
[le BCero IpOJIANChl KJIAIAHOB U JOMOJHUTEJIbHBIE XOPIbI
JneBoro kexynouxka. OTmMedyaroTcsa YacToe BOSHUKHOBEHUE
HapyIIeHU# pUTMa CepAeYHBIX COKpaIllleHHi Ha (oHe
HICT (y 11-76% neteit ¢ MaabIiMu aHOMAJUSAMU CePAIA),
CHUJKEHVEe BO3MOJKHOCTE!l KapANOMeXaHUKM, Majasd Iepe-
HOCHUMOCTH (PUBUUECKUX HATPY30K, IOBBIIIEHHBIN PUCK
pasBUTUA UHQPEKIIMOHHOTO SHA0OKAPAUTA, JIETOYHON IuIep-
TeH3Uu, BHe3amHo# cmepTu [2].

HIICT uacTo coueTaeTcsi ¢ BET€TOCOCYAUCTHIMHU HAPY-
meauamu (1o 96 % ). Haubosee xapaKTepHbI KapAuaaTruu,
nedanrum, cuHKonaabHbIe cocTosaHUuA [17]. ¥V 40% nereii ¢

HOCT oTMeueHBI 5MOIMOHAJILHBIE HAPYIIEHUA: HEBPOTHU-
YeCKUe peaKIUU, TPEeBOXKHO-(POoOMUECKUe, acCTeHUUYECKUe
mposBaenusd [18].

HICT umeet cyliecTBeHHOe 3HaUueHUE B BOBHUKHOBE-
HUW CUHIPOMA BSJIOT0 pebeHKa, 3aKJII0UaroIerocs B op-
MUPOBAHUYU HA IIE€PBOM 'Oy *KUB3HU ¥ YACTU OOJIBHBIX C MbI-
MIeYHOU runoToHuel cuaapoma Aaepca—anmoca [11].

OTrMeueHbI 0COOEHHOCTY TeUeHU A OPOHXMAJBHON aCTMbI
y neteii ¢ HIICT. IIpu aTOM ITPOBOIMPYIOIINM YACTO SABJIAET-
Ccs AMOIIMOHAJBLHBIN (haKTOp, (pusmueckasd Harpyska. Kiam-
HUUYeCKasl KapTUHA 000CTPEHUs aCTMBbI IIPOSBIAETCS Kalll-
JIeM, JINTeJIbHOM OMBIIIIKOM, MOKET COTPOBOMKIATHCA CIIOH-
TaHHBIM ITHEBMOTOpPaKcoM. AcTMa TpebyeT OoJiee AJIUTEb-
HOM OPOHXOJUTUIECKOI 1 KOPTUKOCTePOuAHO Tepamnuu [7].

Brissiena cyiectBenHas cBsasb HIICT ¢ cocrosHueM
UMMYHHOI 3aruTbl. OCTphbie pecIUpaTOPHbIe BUPYCHbIE 3a-
6osieBaHUA U 000CTPEHUSA XPOHUUECKON MH(MEKIIUU BCTPe-
yasnuchk B ocHoBHOM y Jjiutl ¢ HIICT: B 52-94% cayuaeB y
Ba3pocabix u y 20 % mereit [7].

Ormeueno yacroe coueranue (y 36—100 % mamueHTOB)
HICT c okcanarHoii HeponaTueii [8], HeliporeHHO AMC-
dyuKIUell MoueBoro my3bIpa (y 82% 6oabpHBIX) [9].

VY !/, 60IbHBIX C HEHPOTeHHOU AUCHYHKIIE MOUEeBOI0
MIy3BIPSA 1O TUIeppedIeKTOPHOMY TUIY HAOJII0AAeTCs Iy-
3BIPHO-MOYETOUHUKOBBIH Pe(IIIOKC B COUETAHUU C XPOHU-
YEeCKUM raCTPOAYOJEHUTOM U JYOJeHOTaCTPAIbHBIM U T'aCT-
pos3odareansHBIM pedurrokcamu [9].

ITo manubim C.M. I'aBasoBa (1999), anomanuu Kegrd-
HOTO y3bIpsA BeTpeuarorea y 95% mereit ¢ HICT, xponu-
YeCKUe TaCTPOLYOLEHUTHI C IYONEeHOTaCTPAJIBHBIM U TacT-
poasodareanbHbIM peduiiokcamu — y 11% 6GOJIbHBIX.

BrisaBiieHsr 0co6eHHOCTH MOPGOIOTUUYECKON KapTUHBI
CJIUBUCTON O0OJOUKHU JKeJyAKa y B3POCJBIX IAIMEHTOB C
xpouuueckuM racrpurom Ha pore HIICT. IIpeobnazmaromieit
¢dopmMoIii BocnaseHus ObLI ITAHTACTPUT, JOMUHUPOBAIU aT-
poduuecKkrue H3MEHEHUs, KOTOPbIe PEruCTPUPOBAIUCH
VMEHHO B TeJie JKeJIyIKa, N30JIMPOBaHHOe MTOpaKeHre aHT-
pyMa BCTPeUaJIOoCh UCKJIIOUUTEIbHO peako [19].

Meraxkouion Beisiiierna y 5% pgereit ¢ HIICT. Ilpu usy-
YeHUU MHUKPOOHOTO Ieiida’ka TOJICTOM KUIIKH AUCOMOTU-
yecKue M3MeHeHUs BBIABIEHBI Y 75% mereit 6e3 XpoHUUeC-
Koit HemHMeKIIMoHHOM maTosoruu u'y 93% — B coueTaHumU
¢ mocaexnueii [20].

Taxkum o6pasom, HIICT, compoBokaaemMasa XpoHUUEC-
KHUMU BUCIEPOMIATUSAMU, 00YCIOBINBAET OCOOEHHOCTH IIPO-
SABJIEHUs, TeUeHUs, IPOTHO3a 9TUX 3a00JIeBaHM’il, a cIeqo0-
BaTeJbHO, W IMOAXOMAA K UX JIEYEHUIO.
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