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NPOABJIEHUA TEMATOME3EHXUMAJIbHON AUCNAA3UU Y BETEN C XUPYPITUYECKOW NATONIOTEN

JI.B.Qupcosa
(MpkyTckas rocygapcTBeHHas o6macTHas feTcKas KIMHMYecKas 60MbHMIa, I Bpad — B.M. CenmBepcTos,
VIpKyTCcKmil rOCyAapCTBEHHbIN MHCTUTYT YCOBEPIIEHCTBOBAHMA Bpayeil, peKTop — [.M.H., 1po¢. B.B. Illmpax,
kadenpa meTckoit XMpyprumu, 3aB. — A.M.H., 1pod. B.H.Cranbmaxosiuy)

Pesiome. B craTbe mpeficTaB/IeHbl pe3yIbTaThl 00CTITOBAHUSA [ieTell C FeMaTOMe3eHXMMA/IbHOM YUCIIas1ell, MMEIOIINX code-
TAHHYIO XMPYPIrUIecKyIo IIATOMOTMIO. B Xo/ie ocylecTBIeHNsI KOMIUIEKCHOTO 00CIeR0BaHs 6OIBHBIX C XMPYPIMIECKOI IIATOIOT -
ejl yCTaHOBJIEHA BBICOKAsI YaCTOTA M HO30/IOTMYECKasl CTPYKTYPa COeAMHUTENbHOTKAHHOM AVCIUIA3NM, KaK (POHOBOJI IIATOMIOTHN, C
npeobafanueM ee HenuddepeHINPOBAHHBIX BapMaHTOB. IIpociiekeH XapaKTep B3auMOCBA3M MeX/Y KIMHUIECKIMI IIPOsIBIIe-
HUSIMU COEMHUTETbHOTKAHHOI FUCIUTAsuy 1 (OpMaMyt HAPYIIEHNIT B CUCTEME TeMOCTasa.

KmoueBbie cnoBa: reMaToMe3eHXVIMA/IbHAA AUCIVIA3Y, COENMHNTETbHOTKAHHASA IVICIIIA3MA, Je TV, XMPYpriudeckas MaTo/lorys.

MANIFESTATIONS OF HEMATO-MESENCHIMAL DYSPLASIA IN CHILDREN WITH SURGICAL DISORDERS

L.V. Firsova
(Irkutsk Regional Children Hospital. Irkutsk State Medical University of Postgraduate Education)

Summary. The results of investigation of children with hemato-mesenchimal dysplasia and combine surgical disorders are
presented in the article. It is shown the high prevalence and pathologic forms of hemato-mesenchimal dysplasia in children
with surgical pathology. The undifferentiated forms are predominated. The correlation between clinical appearance of hemato-
mesenchimal dysplasia and disorders of hemostasis is revealed.

Key words: hemato-mesenchimal dysplasia, connective tissue dysplasia, children, surgical pathology.

ITox TepMMHOM Me3€HXMMAIbHAS AUCIUIASYS WIM AUCIUIA-  POBAHHBIE COEAMHNUTENbHOTKAHHBIE JUCIIA3n [9].
3uaA coeguHuTenbHoTKaHHaA ([JCT) crmegyer moHMMATh aHO- Iuddepennyuposannse JCT (AJCT) xapakTepusynTcsa
Ma/IMI0 TKQHEBOIl CTPYKTYPBI, IPOSAB/IONIYIOCS B YMeHble-  OINpPee/IeHHbIM TUIIOM HAC/IeOBAHMs, OTYET/IBO OYepUeH-
HUV COA€P)KaHMsI OT/Ie/IbHBIX BIJIOB KO/UIATeHa VUIM HApyILle-  HOI KIMHUYECKON KapTUHOM, a B psifie CIy4aeB — YCTAHOB-
HIEM UX COOTHOLIEHMSI, YTO IPUBOAUT K CHIDKEHUIO IPOYHO-  JIEHHBIMU U JOCTATOYHO XOPOIIO M3yYeHHBIMI TeHHBIMU VTN

CTV COEVMHUTENbHOM TKaHM U cucTeM [5]. CrencTBueM aToro  6Guoxummueckumu fgedexramn. Hanbormee qacToie mpefcTaBu-
SIB/ISIETCSL PACCTPOIICTBO IeMOCTa3a Ha TKAaHEBOM, OPTaHHOM  TeJIM 3TON IPYIIbl — cuHApoM Mapdana, 10 THIIOB cCrHApO-

1 OPTAaHU3MEHHOM YPOBHSX, YTO CONIPOBOXK/IAETCA PAa3IMYHbl-  Ma Jyepca-JlaHnoca, HeCOBepIIEHHbI OCTEOTeHes, CUH/IPOM
M1 MOP(O]YHKIMOHAIBHBIMI HAPYLICHNAMM BUCLIEPAIbHBIX ~ TMIEPMOOMIBHOCTY CYCTaBOB M CHH/POM Bsioit Koxku (Cutis
U IOKOMOTOPHBIX CUCTEM C IPOTPaIuEHTHBIM T€YEHUEM. laxa). Oty 3a60/1€BaHNA OTHOCATCS K IPYIIIIE HACTEACTBEHHbIX

HacnencrBeHHble 3a00/eBaHMsI COENUHNUTENBHON TKaHM  3ab60JIeBaHMII KO/UIareHa — Ko/tareHomaTysiM. OHM pefKie u
HOJpasfieNAIoT Ha fuddepeHunpoBaHHbIe U HefiuddepeHIn-  AMAaTHOCTUPYIOTCA TeHeTUKaMU JOBOILHO ObICTPO [4].
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Hepnuddepenuposanusie ICT (HICT) guaroctupyor-
Cs1 TOT/IA, KOI/Ia y aryeHTa Habop GeHOTUIINYECKIX IPU3HAKOB
He YK/Ia[ibIBaeTCs HU B OFHO 13 inddepeHINpoBaHHbIX 3a007Te-
BaHmit. Kak 1mokaspiBaeT OIBIT, TaKasl MATOIOTVISI PacpoCTpa-
HeHa O4YeHb IIMPOKO, € YacTOToit oT 26 1o 80% [9]. HACT —
9TO He efMHasl HO30/IOTMYeCKask eAMHNLIA, & TeHETUYECKN TeTe-
porennas rpynna. Cymectsyror HIICT kak HacnefncTseHHOrO,
TaK ¥ IPUOOPETEHHOIO reHesa, BOHMUKAIOIVE B pe3y/IbraTe
BIMSAHMS PasHOOOpasHBIX HeOIAarompuATHBIX (PaKTOpoB Ha
VIO, B HIEPYOJ €r0 BHYTPUYTPOOHOTO Pa3BUTHS, YTO HPUBO-
AT TP OIIPeAe/IeHHOI TeHeTNYEeCKO IIPePACIONIOKEHHOCTH
K HapyLIEHNI0O HOPMa/IbHOrO aMbpuoreHe3a. [TomMopranHOCTDb
U TIOTIMCUCTEMHOCTD MOPaXKeHMs 06YCTIOB/IEHa, C OfJHOI CTOPO-
HbI “Be3JIECYI[HOCTBIO COEAVNHITEIBHOM TKAHN,  C JPYTOil —
TEM, YTO TepaTOreHHbIiT IIEPUO /ISl MHOTVX OPIaHOB I CUCTEM
Ye/I0BeKa IPMMEPHO OfHaKoB [10].

Ipymma BpOXEHHBIX 3a00/ICBAaHMII  COENMHUTEIBHON
TKaHM, CBSI3aHHBIX C HEJOCTATOYHBIM VIV AHOMAJIbHBIM pas-
BUTMEM KOJUIATEHOBBIX CTPYKTYP, HPUBOJALIMX K HEIOTHO-
LIEHHOCTY COCY/AVCTO CTEHKM, CBSI30YHOTO AIlIapaTa, KIama-
HOB CepALa, CKeleTa I JPYTUMX CTPOMA/IbHBIX 06pa3soBaHMIii,
YaCTO COYETAIONIMXCA C HEMOTHOLEHHOCTbIO MMMYHUTETA U
reMOCTasa OTHOCHUTCSI K T€eMOPPAarndecKoil Me3eHXIMaTbHOM
mycrnasun (I'M]T). [JaBHO ycTaHOB/IEHa CBA3b psAfa Me3€HXM-
MaJIbHBIX JUCIITa3Mii C aHOMa/TUAMU KPOBEHOCHBIX COCY/IOB 1
KPOBOTOYMBOCTBIO [1-5,12,13], uto mo3Bonmno 3.C. bapkarany
(1985) 06ocHOBaTh y4eHNUe O HOBOJI IPYIIIIe TeMOPParndecKux
IMaTe30B, 0003HAYEHHBIX KaK ‘TeMOpparmdeckye Me3eHXM-
MaznbHble guciiasun’ [1]. B ganpHenmmx ncciefoBanmusax, ero
ydeHMKamy ObUIO [TOKA3aHO, YTO HAPYIIEHWs B PasHBIX 3Be-
HBSIX CUCTeMBI reMocTa3a npu I'M]] gacTsl, 3aKOHOMEPHBI U
XapaKTepU3YIOTCA He TONbKO COCYAMUCTBIMU U TPOMOOLMTAp-
HBIMI, HO U I/TyOOKMMM KOATy/LILVMOHHBIMY cCABuUramy [14].

B cummnromokommiekc I'M]] BXOAAT: CHMDKEHNME YPOB-
HA pasInyHbIX (aKTOPOB CBEPTHIBAHNSA, [U3arperalnyioHHas
TpoMOOLMTONATHS, HAPYIIEHNS HA KOHEYHOM 3Talle CBEPTHI-
BaHNs B BUJe 3aMefjIeHNs Ho/MMepu3anyu (ayTononmuMepn-
3anuy WM caMocOopku) PprbpuH-MOHOMepa IIasMbl 60Nb-
HOTO, a TAK)Ke BO3MOYKHOE Pa3HOOOpasye COYeTaHMIT JAHHBIX
narosnoruit [9]. KomOunanys aTvx HapyueHns reMocrasa 1o-
BBIIIAET PUCK BOSHUKHOBEHWS U TSHKECTh KPOBOTEUEHNIT IIPU
Me3eHXMMATbHBIX AUCIIIA3KAX, 0COOEHHO IIPU OMePATUBHBIX
BMeEIIaTe/IbCTBAX. [eMOKOAry/IAIMOHHbIE CPBIBBI BapbUPYIOT
OT CKPBITHIX, MAIOCUMIITOMHBIX HOPM 0 MaHM(DECTHBIX, HIO-
TEHI[A/IPHO OMACHBIX T€MOPPATrNIeCcKuX U TPOMOOTUIECKUK
MTPOABTIEHNIA.

YV peTelt c reMOpparnuecKoil Me3eHXMMaJIbHOI JVICIIIasy-
eil HepeaKo MMeeTCsl XUpypriudeckas MaTonors, Tpebyoas
OIlepaTHMBHOTO BMeIIaTe/NbCTBA [8].

Y4uThIBad TO, YTO HAPYIIEHNA TeMOCTa3a MOTYT OBbITh TIPO-
AB/IEHNAMU TpoMbobmny, fucdubpuHOreHeMNy, Koaryyoma-
TUV CO CHYDKEHEM YPOBHS PasIN4IHBIX (PaKTOPOB CBEPTHIBAHIS,
TPOMOOLIUTONATIY, KaK CO CHYDKEHVEM arperaryy TpoMOoLu-
TOB, TaK M TUIEparperaiyelt IoCaeTHNX, KOMOMHIPOBaHHBIMM
HAPYLIECHISIMIL B PA3/IMIHbIX 3BEHbSIX FEMOCTas3a, U KIIMHIIECKN
BBIP@XXAThCSI IIOBBILIEHHOI KPOBOTOYMBOCTBIO C OFJHOI CTOPO-
HbI, ¥ BO3HV/KHOBEHVEM TPOMOO030B C APYTOli, HEOOXOMMMO BbI-
ABJIEHUE U JieTa/llbHOe 00C/IeoBaHe TaKUX OOIbHBIX BO 136e-
JKaHVe OCTTIOKHEHNIT Ha Pas/INYHbIX IIEPUOMAX XMPYPIUIECKOro
BMelaTenbcTBa [10].

Llenpio HACTOALLETO UCCTIEHOBAHNS ABUIOCH U3ydeHNUe CO-
CTOSIHUSI COCYAMCTO-TPOMOOLIMTAPHOTO U KOAry/IsIIOHHOTO
3BeHbEB TeMOCTa3a y fIeTell, MMEIOLIMX XMPYPIUIecKyIo IaTo-
JIOTYIO B COYETAHUN C T€MAaTOME3E€HXMMAIbHOI JUCIIIA3UeIt.

Marepuanbl M1 METOIbI

3a nepuop, ¢ 2005 o 2008 rox Ha 6ase VIpkyTcKoit rocy-
HBAapCTBEHHON OOIACTHON HETCKOM KIMHIYECKON OOIbHMUIIBI
u O6IaCTHOTO IeTCKOTO AMAarHOCTUYECKOTO LIeHTpa IpoBefe-
HO K/IMHUKO-7TabopatopHoe obcmenoBanme 53 merteit ¢ M,
VIMEOIIVX XUPYPrUYeCKyI0 IaToNorno. Bospact 601bHbBIX OT
1 roga go 17 ner. VI3 Hux mereit go 3-x et 66110 3 (5,6%), 3-6
ner — 14 (26,4%), 7-10 mer — 16 (30,0%), 10-16 ner — 20
(37,7%). Manpauku coctaBumm 57, 4%, neBoukn — 42,6%.

JHuarnoctuka I'M]] ocHOBBIBanach Ha BBIABIEHUM Y Ha-
IIIEHTOB 6-8 KIMHMKO-MHCTPYMEHTA/IbHBIX IPU3HAKOB JIVIC-
IUTa3UM, HOMMOPTaHHOCTY U HONMCUCTEMHOCTH TOPaXKEHUs,
JTAHHBIX aHA/IM3a POJOCIOBHBIX, Pe3y/IbTaTaX CUHAPOMOJIOTH-
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YeCKOTro aHa/ln3a, a TAKXe OIpefe/IeHNN SKCKPeLuy IPOIu-
Ha B CYTOYHOIT Mode. Bepudukanus amarnosa mpoBOgMIach
MHOTOKPAaTHO Ha OCHOBE KOMIIIEKCHOTO IIOAXOZA M JVCIIaH-
CEepHOro HAOTIOfeHNA.

Y Bcex OONBHBIX IIPOBOAMIN Pa3sBePHYTOE UCCIENOBaHNUE
KOAry/IsALMOHHOTO ¥ TPOMOOLMTApHOTO reMOCTa3a.

TpoMO6OIUTAPHBI T€MOCTa3 OL[eHMBAIN 110 CIIOHTAHHOII
MHAYLVPOBaHHOM afieHo3uHANdochaToM, afpeHaINHOM, PI-
CTOMMI{IHOM, 3MMHe(PPUIOM, KOIATEHOM arperanum TPOM-
601L1TOB, a TAKXe 0 YPOBHIO akTopa Bunnebpanpa.

VlccnenoBaHne KOAry/IsLMOHHON CUCTEMbI TeMOCTasa:
KpoMe TIOKa3aTerlell OOIeil KOAary/IorpaMMbl OIIpefeNsn
yPOBeHb B I1a3Me D-AyMepa, akTMBHOCTb aHTUTpoMOMHa III,
IUIa3MIHOT€Ha, HAPYLIEHNs B cucTeMe npoTenHa C, C MCHO/b-
30BaHMeM aKTUBaTOpa IpoTeynHa C, HOTy4eHHOTO U3 sl 3Meu
Agkistrodon saxatilis, daktop XII-3aBucumblit ¢prubpruHONNS,
CKPMHUHT BOTYaHOYHOIO aHTUKOATY/ISIHTA [0 KAOTMHOBOMY
tecty, no AIITB — (BA-) u AIITB — (BA+), nebetoxc/axn-
TOKCOBOMY WHJEKCY, MCCIeloBaHNe aKTUBHOCTU (aKTOPOB
ceepreiBanua (V, VII, VIILdakropa Bunnebpanpma, IX, XI,
XTI, XTII).

Kpurepuamu puarnosa CT]I asumuch cnepyroumye: Kpu-
tepun T. MunkoBcka-[umurpoBoit u A. Kapkamesa (1985),
TUIEPMOOIIBHOCTD CYCTABOB OIPENe/sIN IO KpUTepusM P.
Beighton (1973) ¢ oljeHKOII CTelleHN TAKeCTH HO 9-6a/IbHOI
cucteMe, mikana kputepres Velaskakis (1984). Nedpopmarimio
TPYAHOIL K/IeTKM onpefensinu 1o kpurepusam B.K. Ypmonaca
u HJ. Konpgpammua (1958). ApaXHONAKTMINIO BBIABIIA-
JIM C TIOMOIIbIO TeCTOB «OOJIBIIOrO Ma/blia» U «3AIACTbS».
InneppactsxumocTb Koxku — 1o kpurepusam [LA. CyxaHoBoilt
(1993) [6].

Pesynbrars! u 06CyKaeHMe

Knunnueckue npossnenns JCT Bxmodanu B cebs pas-
JIMYHBIE IPUSHAKY AVCIUIA3UM, IIPUYeM Y OOIBIINHCTBA AL~
€HTOB OBUI0 0OHAPY)KEHO COYeTaHMe ABYX 1 60jIee IPU3HAKOB
Me3eHXMMa/IbHOJ AMCIUIasuM. Bee leTn MMenu OTATOIeHHbII
CeMelIHbIII aHaMHe3, C HapacTaomuM 4nucioM crydaes JCT
OT IIOKO/IEHNsI K IIOKOJIEHNMI0. Y BCeX feTell mmbo B aHaMHe-
3e, MO0 MPY OCMOTPe MMeJICA TeMOPPAaTMYecKUil CUHIPOM.
Y mopaBrsA0ILIero 4mucaa 06CTefOBaHHBIX INPeBaINPOBAIN
HpM3HAKM AUCHYHKUMY TOKPOBHBIX KojtareHos (I u IIT tu-
IIOB) — IMIIEPITACTO3 KOXKY, Y YaCTH U3 HUX C IIPOCBEYNBAIO-
M PMCYHKOM KOXXHBIX BeH, 3aMell/IeHUe 3a)XIBJICHUA PaH,
rUIepMoOMIbHOCTD Yy 23 (43,3%) pereit. MHOXeCTBEHHBIE
CTUTMBI [M39MOpUOTeHe3a: aHOMAMs PasBUTUS COCKOB,
HPUPOCIIIe MOYKM, MATKYE YIIHble PAKOBUHDI, MMTMEHTHbBIE
IITHA Ha CKJIepaXx, MIMPOKas IIePEeHOCHI[A, CefIOBUHBIIL HOC,
[IyOOKOIIOCaXKEHHBIE I71a3a, BBIPa)KeHHbIe Ha[OPOBHBIE AyTH,
IIVHHBII A3BIK, BBICOKOE He60, KOPOTKOIIATOCTD, IIeIHbIe U
Apyrve pebpa, KPbUIOBUAHBIE JIOMATKY, AedopManys M03BO-
HOYHUKa BbIABIeHBI ¥ 10 (18,8%) mereit. Y 12 (22,6%) nmanu-
€HTOB ¢ MaphaHOUAHBIM GEHOTUIIOM Ha OHE aCTEHNYECKOIl
KOHCTUTYLUM TIpeobIafany KOCTHbIe aHOMAaIUM — JOIUXO-
CTEHOMe/INISI, APAXHOJAKTIINS, roTudeckoe He6o. [Ipn HICT
y 11 (20,7%) meTeit ¢ snepconofo6HBIM GEeHOTUIIOM OTMeda-
JIOCh COYeTaHNe MHOXKECTBEHHDIX MPU3HAKOB COEAUHNUTEb-
HOTKaHHOJ JYICIVIA3UM C TEHMICHIIMEN K TUIIePPaCTKUMOCTI
KOXXI ¥ Pa3HOJI CTeNleHN BBIPaKeHHOCTH TUIIEPMOOMIBHOCTI
cyctaBoB. HICT ¢ MASS-11of06HbIM eHOTUIIOM OBLIN TIPH-
CYLIV IIPU3HAKYM M3MEHEHNS BHYTPUCEPAEYHbIX KOMMYHIUKa-
LMiT: TIPOTabMpOBaHMe CTBOPOK K/IAmaHoB Vv 5 (9,4%) pereit,
9KTONMYecKoe KpervieHre xopg — y 1 (1,9%), Bpox/eHHbIe
aopTanbHble TOpokM — y 1 (1,9%), OTKpbITOE OBajlbHOE
okHO — ¥ 1 (1,9%), BBIpa>keHHasA TPabeKyIAPHOCTD JKeMyHod-
k0B — Yy 2 (3,7%), auchynkumsa cunycosoro ysna —y 1 (1,9%),
nposBIeHns QyHKIMOHAIbHOI Kapayomatun — y 4 (7,5%),
cuHoaTpuasbHasi 6rokana — 2 (3,7%). [Ipu ocMOTpe BU3yasm-
3UMPOBA/INCD CKeJleTHbIe aHOManumu y 44 (83,0%) peteit, pasHo-
06pasHble KOXKHbIE I3MEHEHNI: CYXOCTb M TOHKOCTD Y4aCTKOB
KOXI, «IIAIMPOCHBIE» PYOILbI, CTPUM, «IIarpeHeBasi» KOXa,
MHOXXeCTBEHHas MCYePYEHHOCTD KOXI JIaIOHell, Ha/ln4me co-
CYAUCTBIX «3Be3J04YeK», HEBYCOB, IIATEH TUIeP- 1 AelUTMeH-
tamyn y 21 (39.6%), Hanmuaue reManruoM — y 2 (3,7%), ru-
notpodusa meimr — y 1 (1,9%) peberka. Y 16 (30,1%) meteit
AMATHOCTVMPOBAHBI HAPYLICHN A UMMYHNUTETA: BTOPUIHDIE VM-
MYHOZePUIVTHBIE COCTOAHUA — Yy 16,9%, TpaH3MTOPHBIN M-
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MyHozeuuuT — y 7,5%, HapylleHns B
crcteMe arorMTUpYyRIMX muMdonu-
TOB — Y 5,6% IaljeHTOB.

ITaronoruzo JKeTy04HO-
KIUIIEYHOTO TPAKTA MMey 28 60IbHbBIX
(52,8%), B TOM 4Yucie: OUCKUHE3NIO
JKEMTYEBBIBOASAMINX IIyTeil IO TUIO-
ToHM4eckomy Tumy — 10 (18,8%),
meopMalNIo JKeMYHOTO Iy3bIpA —
8 (15,0%), mposBIeHMs TacTPOAYO-
meanta — 6 (11,3%), HuCTaIbHOTO
pedmoxc-azodaruta — 2 (3,7%), Kyo-
IeHoracTpanpHblil pedokc —2(3,7%)
4es1. Co CTOPOHBI MOYEBBIBOJSIIIIEN CHI-
CTeMBI BBIABJICHBL: TIENTOHeppUT — Y 4
(7,5%), rutieppedIeKTOPHBIIT MOUEBOI
nyseipp — y 2 (3,7%), aHypes — y 4
(7,5%) peteit. Ammeprmyeckue mpo-
ABNeHNA (HepMaTHT, 9K3eMa, KPYIJIO-
TOAMYHBI PUHUT, HEIEePEHOCHMOCTD
NVIIEBBIX IIPOJYKTOB U JIEKapCTBEH-
HBIX CpelCTB, OpPOHXMAa/IbHYIO acT-
My) obOHapyxeHbl y 26 (49,0%) wger.
CHMITOMBL BereTO-COCYAUCTON HMC-
TOHUM OBUIM BBIPa’KEHbI y 11 meren
(20,7%).  BpoxmeHHas — aHOMaVs
(mManmpdopmanya) pasBUTHA COCYIOB
TOJIOBHOTO MO3Ta Oblla AMarHOCTHPO-
BaHa y 3 (5,6%), pacumpenmne COCy0B
30HbI Kuccenpbaxa — y 5 (9,45) pmereit.
PaccrpoiictBo peun mmenoch y 6 de-
nosex (11,3%), rugporedanus — y 4
(7,5%), KNCTBI TOIOBHOTO MO3Ta — V 2
(3,7%) manmeHTOB.

BoisBieHHas martonorus Tpebyio-
Ijasi XMPYPrUIecKoro IedeHus, mpey-
cTaBJeHa B Tabmuue 1.

B uenoM, mpeficTaB/IeHHbIE JAHHbIE
CBUJIETE/IbCTBYIOT O TOM, YTO COYeTa-
HIe Me3eHXVMaJIbHBIX JUCIUIa3UIl C re-
MOpparn4ecK1M CUHAPOMOM SBJIAETCA
3aKOHOMEPHBIM SIBJIEHJEM, a HapylIe-
HUSI TeMOCTa3a XapaKTepy30BajINCh:
HapyLICHNAMM KOAry/IALMIOHHOTO 3Be-
Ha remocrasa y 31 (58,4%) pebemnxka,
HapYyLIEHNSIMY TPOMOOLMTAPHOTO 3Be-
Ha remocrasa y 45 (84,9%) neteit, kom-
OUHMPOBAHHBIMI HAPYIICHVSIMU CBEp-
ThIBaHMA ¥ 39 (73,5%) MaleHToB.

Hapyurenns KOHeYHOro 3Tama
CBEPTHIBAHNUA KPOBU B BUJE CUHLPO-
Ma [epBMYHOI pamchubpureHemmy,
C ayTOCOMHO-JJOMUHAHTHBIM TUIIOM
HAC/IeOBAHNSA, C HOPMaJIbHBIM COfiep-
KaHMeM (GMOpUHOTeHa B IIasMe, Ha-
pYLIEHMEM TOMUMEPU3ALNN MOJIEKYIT
¢dubprHOreHa, coueTaHHbIe C fU3arpe-
TalyOHHOI TpoMbouyTonarueit 6bm
y 5 (9,4%) obcnenyempix. Hapymenus
KOHEYHOTO 3Talla CBepPThIBAaHMA KPOBI
B BUJE CUHPOMA MepBUYHON Ancu-
OprreHeMun, C MOHVKEHHBIM COJep-
KaHueM (QuOpMHOreHa B ITa3Me, Ha-
PYLIEHVEM IOMTUMEPU3ALUN MOJIEKY/I
¢dubpuHOreHa, cCOYeTaHHbIE C AM3arpe-
FalyoHHO TpoMmbouuTomaruert (Ha-
pyutenne arperaryu ¢ AJID) BbIsABIEHO
y 1 (1,9%) pebenxa. HacnencrBenHast
TPOMOOUINA COYETAHHOTO TeHesa, C
mpeobnagaHneM  TpomboreMoppariu-
YeCKOro CUH[POMA AVMArHOCTUPOBAHA
B 1 (1,9%) cnydae. CemeliHas popma
CKpBITOIl TpoMOOduIMM ¢ Hapylre-

Tabnuya 1
KonnvectBo u BUABI «XMPYPrudecKoii» MaToaorum y ieTei
C COeIVMHUTENIbHOTKAHHOM JUCIIIa3nen
AbcontoTHoe THOCUTENbH

MaTtonorua 3Ha::;me, O3H§56H?/Ie, O/Se
lMpoponbHoe 1 nonepeyHoe nNaockocTonve 23 433
Tuneptpodua muHganuH lI-1ll ctenern 20 37,7
HapyweHne ocaHkn 17 32,0
CKonnos rpyaonoACHNYHOro OTAeNa N03BOHOUYHMKA 12 22,6
AgeHouppbl lI-lll cteneHn 11 20,7
MnockoBanbrycHas gepopmarus cton 10 18,8
MynouHas rpbixa 9 16,9
BpoxpaeHHaa aHoManuA pa3sBuTNA MOYEBbIBOAALLEN
CMCTEMbI, B TOM YnCIie yABOEHME MOYKMY, 9 16.9
rngpoHedpoTmyeckas TpaHchopmaLma nouku, '
NoAKoBOOGpa3Has Nnoyka.
[uncnnasna TazobeapeHHbIX CYCTaBoOB 8 15,0
MaTonorua npukyca 8 15,0
[edopmaumsa rpyaHomn Knetku 7 13,2
TopCUOHHBIN NOABbIBNX Ta306eAPEHHOro CycTaBa 7 13,2
Mwonua cpefiHen v Taxenow cTeneHn 6 11,3
YnnouieHune cBoga cton 6 11,3
Coxa valga 5 9,4
[pbika 6enoi NUHUK XN1BOTa 4 7,5
ABacKynApHbI HEKPO3 roloBoK beaep 3 5,6
HedponTos cnpasa 3 5,6
AHOManuu pa3BuTMA NanbLUeB KACTew 3 5,6
flBneHns ocreonoposa (ronoBok 6eaep, Ten NO3BOHKOB, 3 56
KOCTeW KNCTW) ’
YKopoueHue NpaBon HNUXKHEeN KOHEYHOCTU 2 3,7
[ncnnasna NoACHMYHO-KPeCTLOBOro oTaena 5 37
NO3BOHOYHMKA
HecTabunbHOCTb WEeNHOro oTaena No3BOHOUYHNKA 2 3,7
[NoBbiWEeHHaA NOABUXXHOCTb MOYKN 2 3,7
Oumo3s 2 37
Bapukouene 2 3,7
Kocornasue 2 3,7
[MnepmeTtponuyecknin actTurmaTam obomx rnas 2 3,7
CKONMO3 NOACHMYHOrO OTAesa MO3BOHOUYHMNKA 2 3,7
KopoTkas y3geuka A3blka 2 3,7
[MocTTpaBmaTnyeckme n3ameHeHUA NO3BOHOUYHbIX ANCKOB 2 3,7
BapycHasa pedopmaumsa HUKHUX KOHEUHOCTEN 2 3,7
WckpusneHne HocoBow neperopoaku Il ctenenn 1 1,9
Bapurko3Hoe paclumpeHmnm BeH Hor 1 1,9
BonesHb Ocrypa-Lnartrepa 1 1,9
[OunadparmanbHas rpbixa 1 19
Halus valgus 1 1,9
BbonesHb bnayHTa 1 1,9
AHrvonaTtua cetTyaTku 1 1,9
[uncTonna ceneseHkmn 1 1,9

CMHJ[POMOM «IMIKUX» TPOMOOIMTOB (THIIeparperaryioOHHbIil

HMAMY B cucTeMe npotenta C, BTOPUYHOI COYETAHHOM IMC-  CMHAPOM) BbisABIeHA B 2 (4,0%) cny4dasx. Octpas TpoMboLnu-
yHKIMell IPESH/I0TENNAIBHOTO CBEPThIBAHNA (BAPUAHTHAA  TOIEHMYECKasn HypIypa B COYETaHMM C TPOMOOUMTOIATIEN
¢opma cunppoma Bunnebpanna IIM-tuma) BbisBneHa y 2 muarHocTupoBaHa y 1 (1,9%) manuenTa. XpoHudeckas Umo-
(3,7%) meteir. TemarorenHas TPoM6OGUMNS CTOXHOTO TEHE-  TIATUYECKAs TPOMOOIMTONEHYECKas TyPIypPa B COYETAHUM C
3a, obycnoBnenHas Bbicokoi mpopykiueit daxropa VIII m  tpombonyronarueii o6Hapyskena y 3 (5,6%) yer.
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PacmipepesieHne BpOX/eHHBIX KOATy/IOmaTuii B abComoT-

HOM ¥ IIPOLIEHTHOM COOTHOIIEHWJ BBIITISAAEN0 CINYIOLM
06pasoM. BpoxxieHHast KOary/Ionatys co CHIDKEHUeM YPOBH:A
dakropos VIII, IX, Bunnebpanna, coyeTaHHass ¢ TpOMOOL-
ToIaTyell 3aperucTpupoBaHa y 4 (7,5%) feTeil; CO CHUDKEHM-
eM ypoBH: dakropa IX — y 2(3,7%); co CHIDKeHMeM YpOBHA
dakropos VIII, IX, IX, coueTanHast ¢ TpoMbOLUTOIATIEN —
2 (3,7%); co cHmkeHyeM yposHs ¢akropos VIII, IX, XII, co-
YyeTaHHadA ¢ TpoMbouuTonarueit — y 2 (3,7%); co CHIDKeHUeM
ypoBHs ¢akropa Bunnebpanaa, codetaHHas ¢ TpoMOOLKTO-
matueit — y 1 (1,9%); co cHmkeHueM ypoBHs ¢akropa VII,
coueTaHHas ¢ TpoMmbouutonatueit — y 1 (1,9%); co cHmxe-
HIeM ypoBHsA akrtopa VIII, coyeraHHas ¢ TpombouuTona-
tieit — y 1 (1,9%); ¢ seduunrom XII dakropa, coueTaHHas
¢ Tpombonyronartyeir — y 1 (1,9%); co CHIDKeHHeM YpOBHA
¢dakropos VIII, IX, coyetannas ¢ Tpomboruronarmein —
1 (1,9%); co cHmkeHueM ypoBHs ¢akropos VIII, IX, XI, XII,
Bunnebpanga — y 1 (1.9%); BpoxfeHHass KOMOMHVPOBaH-
Haa Koarynomarus I tuma (c mpeobmafaHueM AedUIUTOB
¢dakropos cBeproiBanus VIII , V, meHee BbipakeHHbIM VII
nX)—yl(1,9%); co camxennem yposHa ¢axropos VIII,
IX, XI, Bunne6panpaa, coueTaHHas ¢ TpOMOOLMTONATHEN — Y
1 (1,9%); Bpox/eHHas Koaryomaryus V THUIIA CO CHIDKEHUEM
yposus dakropos VIII, IX, XI, XII, coyeranHas ¢ TpoM6o-
LUTOMaTVell (HapylleHye arperaryy ¢ PUCTOMULIMHOM) — Y 2
(3,7%); co cumxkeHneM ypoBH: ¢akropa VIII, mra3smmuHoreHa,
anTuTpoM6bmHa III — y 1 (1,9%); ¢ mepuunrom XIII dakropa,
V ¢dakTopa, yMeHbIIeHeM KonudecTBa IpoTtenHa C, codeTaH-
Has ¢ TpombouuTonarueit — y 1 (1,9%) der.

BeIsiBleHHBIE  KIVMHUKO-TabOpaTOpHblE  HApyIUeHNs
reMoCTasa B OCHOBHOJ TpYIIle IAIlieHTOB YK/Ia/ibIBalOT-
c1 B paMKu CUMHApOMOKoMIUIekca HacnepcrBeHHoit JICT.
CTpyKTypmsainusi BBLIBIEHHBIX HApYLICHMII CBEPTBIBAHMS
yKasblBaeT Ha IpeoOajjaHye pasanMyHbIX BAPUAHTOB TPOM-
6ouuronaruit. JIu3aperaliuoHHble (PeHOMEHBI 3a4acCTYI0 CO-
4eTaITCs ¢ HapylIeHMAMYU 9 (GeKTVBHOCTY KOHEYHOTO Tala
B BUJe aHOMa/IMI CLUIMBOK (pUOPVUH-MOHOMEPOB, HAPYLIEHNs
akTuBauuu ¢axropa XIlla u ero GpuOpUHKOHCOMMAMPYIOIIe-
ro peiictBust. Kpome Toro, oTmedeHa moBbIeHHAss Gubpum-
HONMUTHYECKas: aKTVBHOCTD IUIa3Mbl B pe3y/IbTaTe YCUIeHMs
TPOITHOCTM aHOMa/JIbHOrO (MOPMHOreHa K KOMIIOHEHTaM
XaremaH-3aBucumoro ¢ubpunonnsa (mrasmmuy u t-PA), o

Cubupcruti meduyunckuii xypran, 2009, Ne 2

4eM CBUJETEIbCTBYET YCKOPeHUe 3YIZIOOYIMHOBOTO IU3NCA.
BbLsiBIeHHbBIE M3MEHEHMS Ha YPOBHE KOHEYHOTO 3Talla TeMo-
KOATy/IALMOHHOTO KacKafia acCOLMUPYIOTCA C Ka4eCTBEHHbI-
MU aHOMAMMAMU QUOPMHOTEHA — TeMOPPATMIECKUMU [IVIC-
¢ubpunorenemusivu (JJ®T'). VisBecTHO, 4TO aHOMaNbHBIE (1I-
OpUHOTEHBI He CIIOCOOHBI MTOTHOLIEHHO 06pa30BBIBAaTh KOHCO-
JIMANPOBAHHBI PUOPUHOBLIN crycToK. KpoMme Toro, Hepenko
uMeeT MecTo GOHOBasA HefoCTaTo4HOCTh (akropa Xllla, uro
emfe 6oree mectabunusupyer npomecc ¢pubpuHO- /HubpUHO-
reHOTeHesa.

Y YacTy mauMeHTOB C HAC/AEHCTBEHHBIMM KOJUIareHOIIa-
tuamu B ycnosuax HICT, Hapany ¢ aucdyHKImeir TpoM60-
LUTOB ¥ MHBIMU HAapYIIEHWMsMHU, BbLABICHA MATONIOTMA KO-
HEYHOTO 9Talla CBEPTHIBAHNMSA KPOBU. Y OONBHBIX C IPOsIBIIe-
Husimu [ICT, cpepyt IpOYNX BBISIBIIEHHBIX CBUIOB B CHCTEME
reMoCTa3a, JOMUHUPYIOT COYeTaHHbIE HAPYILIEHNA B CUCTEMe
remocTasa. Cpefyt HUX MMEIOTCs pas/IIHbIe, IOAYac TPYAHbIE
st BepuuKary, KOMOMHALMY HAC/IENCTBEHHBIX TPOMOO-
LUTOMATNI C IPYTUMM HApPYUIEHWAMY B CHCTEMe reMOCTasa.
Beicokasi 4acTOTa TeMOpPparMyecKUX HapYLIEHMIT Cpenu 06-
C/IeIOBaHHbIX IALMEHTOB C JUCIUIACTUYECKUMMU CHHpPOMa-
MM He IIPOTUBOPEYUT JJAHHBIM OTEYeCTBEHHOI TUTEPATYPHI.
BeIcokas 4acTOTa M3MEHEHMIT B CHCTeMe FeMOCTa3a y MaljiieH-
TOB C XMPYPrU4YeCKOIl IaTO/IOrMell CBsI3aHa CO 3HAYNTETbHOM
pacnpoctpaHeHHOCTbIO cuHApoma HICT, kak B poccuiickoir
HOIY/IALMM, TaK U CPeAM [ETCKOTO HaceleHus 3amagHol u
BocrouHoit Cubupn.

IIpuBeneHHbIE JAaHHBIE CBUETENBCTBYIOT O TOM, YTO KOM-
OMHMPOBaHHbIe HAPYILIEHNA FeMOCTa3a 60Jee TaTOTHOMOT Y-
HBI VI 3aKOHOMEPHBI [/IsS1 TeMOPPArNIeCKIX Me3eHXMMATbHbIX
OVCIUTa3uil, 4eM [ [PYIUX TeMOPPAarMyecKux NUATe30B.
ITpu 5TOM OHM MIMEIOT CBOM KIMHIKO-1ab0paTOpHbIe 0COOeH-
HOCTH, 4TO I03BOAeT BbifienuTb IM]] B oTHe/NbHYIO IpyIITy
reMOpparn4ecKmx fyaTe3oB KaK CaMOCTOATENIbHBIIT BUJ IIATO-
noruu [7].

Takum 06pasoM, BBISBIEHO, YTO HAPYLIEHMS B PasHBIX
3BEHBSIX CHICTEMbI TeMOCTa3a P FeMOPParin4ecKoli Me3eHXM-
MajIbHOM NVUCIIIA3UHA Y BeTell, MUMEIOIINX XUPYPIUIECKYIo 1a-
TOJIOTHIO YaCThI, 3aKOHOMEPHBI Y XaPAKTEPUSYIOTCS He TOTIbKO
COCYAUCTBIMM U TPOMOOLIMTAPHBIMM, HO U ITyOOKMMIY KOATy-
JIALMOHHBIMM CABUTAMU, 4TO JiellaeT HeoOXOVIMOII IpefjoIIe-
PALMOHHYIO U ITOC/IeONePALIIOHHYI0 KOPPEKIINIO TeMOCTa3a.
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