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HAPYHIEHUS KOHEYHOT'O B9TAIIA CBEPTBIBAHUA KPOBU
Y AETEN C CHUHAPOMOM I'EMATOMESEHXUMAJIbBHOU JNUCILIASUN
B YCJIOBUAX ®OHOBOU XUPYPI'NMYECKOU ITATOJOTUN

Jlapuca Buktoposna ®UPCOBA!, Bukrop I'ennaareuuy CTYPOB?,

Hrops Bopucosnu KOBBIHEB?

' I'BY3 Upkymckas 2ocyoapcmeennas 001acmuas 0emckas KIuHU4ecKkas 601bHuya

664022, 2. Upxymck, 0-p Lacapuna, 4

2 I'BOY BII0O Hosocubupckuil 20cydapcmeentulii meouyunckutl ynusepcumem Munsopasa Poccuu

630091, 2. Hosocubupck, Kpacwwiii npocn., 52

IIpencraBnensl pe3ynbTaThl HCCIEN0BAaHMS KOHEUHOIO JTara CBEPTHIBAHMS KPOBH y AETEl ¢ CHHAPOMOM CHCTEMHOMN
me3eHxuManbHO# aucuiazun (CM/J]) Ha doHe Xupyprudeckoil marojaoruu. boJabIIMHCTBO H3MEHEHHH CBSI3aHbI C Ha-
JUYMEM B KPOBOTOKE aHOMAJIbHBIX (PMOPUHOTCHOB (IMcPUOPHHOTEHEMHAME). YCTAaHOBIICHO, YTO T€MOPPAarniecKue
TpomboTndeckue mposineHust CM/] caykaT BBICOKMM PUCKOM Pa3BUTHS UHTPA- U MOCTONIEPALIMOHHBIX OCIOKHECHUN U
TpeOyIoT aJeKBaTHON IMPEIONEePaMOHHON Bepu(UKaluK 1 IaTOreHeTHIecKol koppekuu. McenenoBana yacTora HO-
curenbcTBa Tpombodunnueckux JJHK-noauMopdu3MoB y nanmeHToB ¢ AUCINIACTUYECKUMU CHHIPOMAaMH.

KuroueBble c10Ba: Me3eHXUMATbHAS JUCIIIA3HS, AUCHUOPHHOTCHEMIH, XUPYPTHUECKUE OCIOKHEHHS.

CBepThIBaHUE KPOBU — MHOTOCTYNEHUYATBIN, MO-
JIMKOMITOHEHTHBIN TIPOLIECC, B KOTOPOM YYaCTBYIOT
PSIA CEPUHOBBIX NpOTea3, a Takke HedepMEHTHBIC
0enKn — MEeCCEeHDKEPHI U aKcelepaTopsl, o0ecneydn-
BalOIIME B3aWMOACUCTBHE IJIa3MEHHBIX (AaKTOPOB
CBEpTHIBaHUS Ha MaTpuie (POocHOTUTUIHBIX MEM-
Opan [1, 3, 20]. KoneuHslii 5Tan cBepThIBaHUS KPOBU
XapaKTEepU3yeTcsl KacKaJoM OMOXMMHMYECKHX IpPo-
LIECCOB, 3aKIIIOYAIOMIMXCS B MeTabonusMe (udpu-
HOTEHA, er0 CBSI3U C KOMIIOHEHTaMU U Ko(aKToOpaMu
cUCTeMbl (QUOpHHONIN3a, 00pPa30BaHUU KOHEUHBIX
MPOIYKTOB Aerpagaunu (pudpuna u GudOpuHOreHa,
aktuBarmu ¢axropa XIII (mmazmeHHo# TpaHCITyTa-
MHUHa3bl) U, B KOHEYHOM MTOT'€, IPUBOIAIINX K 00pa-
30BaHHUIO KOHCOJIHIMPOBAHHOTO (HEPACTBOPHUMOTO)
¢ubpuna [2, 3, 22]. Takxke BbIsIBICHa B3aUMOCBSI3b
(hnOprHOTEHA 1 KOMITOHEHTOB COCIMHHUTEIHHOM TKa-
uu [11, 19].

VYcTaHOBIEHO, YTO MOJEKyJabl (UOpPHHOTeHa M
(ubdprHa UMEIOT BEICOKOE CPOJICTBO K KOJIJIATCHY, BO-
JIOKHA KOTOPOTO OMOCPENYIOT B3aUMOJCHCTBHE KJle-
TOK C MOJIEKYJIaMH KJIETOYHOM aAre3u, B YaCTHOCTH
¢ aVB3-unrerpunom. [locnennue uccnenoBanus mo-
Ka3ajau, 4To (PUOPHH MOKET BBITIOJIHATH CBS3BIBAIO-
LIYI0 POJIb MEXIY KoJulareHoM | Tuma W KieTkamu

[26]. Jloka3aHO, 4TO (PUOPHHOIEH W KOJUIAreH Kak
3JIEMEHTHl BHEKJIETOYHOI'O MAaTpHUKCa B COCTOSHUM
OKa3zaTh TpsiMOe BIMsHUE Ha JTU(QEepeHIUPOBKY
ME3EHXMMAaJIbHBIX CTBOJOBBIX KJIETOK M Ha OCTEOre-
He3. MccnenoBanus Ha JBYMEPHBIX MOHOCIOWHBIX
KyJbBTYpax MOKa3aj, 4To (UOPUHOTEH, Hapsay ¢
(hUOPOHEKTHHOM, SIBIISIETCS (PAKTOPOM HAUOOJIBIIIETO
BIIMSIHUSL HA OCTEOTeHEe3 U OCaXKJICHHE Kajablus [25].
Taxum obOpazom, hndpwH, (UOPUHOTEH U KOJIIATEH,
Oy/lyun Ba)KHEHIIUMH MPOTEHHAMH MEKKIJICTOYHOTO
MaTpHKca, B3aUMOACHCTBYIOT € KJIIETOUHBIMHU U BHE-
KIICTOYHBIMH CTPYKTYpPaMu CHHEPTHYHO.

Bce 310 nmpuBOAMT K 4acTo HAOII0AAEMON B KIIU-
HUYECKOM IIPAaKTUKE IeJuarpa M IeMarosora cre-
TUIEHHOCTH TIPU3HAKOB JAMCIUIA3UU COCANHUTEIBHOM
TKaHU U TPOMOOreMOpparuyecKux HapylICHHUH, Xa-
paktepHbIxX Ui auchubpunorenemun (DI [24].
OnHUM 13 IPUMEPOB TAKOW CBSI3U SIBIISICTCS FEMaTO-
Me3eHXUMallbHasl AUCIUIA3HSI.

I'emopparuyeckue reMaToMe3eHXUMaJIbHbIC
mucraszun (I'MJ1) — rpymnma HacieacTBEHHBIX Te-
MOpparn4eckux IUaTe30B, B OCHOBE KOTOPBIX Jie-
AT KaK HapyLICHUS Pa3BUTUS M CTPYKTYphbl CO-
CIMHUTENBHON TKaHU, TaK U CONPSDKEHHBIE ¢ HUMU
HapyLIeHus1 CUCTeMbl remMocTasza. K HuM oTHOCSTCA
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cuHaapom Dnepca — Jlarmoc, cuaapoM MapdaHa u
toHOIecKuit kudockonnos, cunapom Ksuka (co-
YeTaHWEe TeNCaHTHIKTa3nu C JeduiuToM Qaxropa
BunneOpanna), cHHAPOM OTCYTCTBHUS JIy4eBOH KO-
ctd, TpoMmOommronaruu u aedunura X dakropa
CBEpTHIBAHHA KPOBH, OOJE3Hb XEpKMaHCKOTO —
[lynnaka (MUTMEHTHBIE M ME3CHXHMAJbHBIC Hapy-
IICHNS B COYETAaHWU C OTCYTCTBHEM B TPOMOOIIHTAX
TUIOTHBIX I'panyn) u np. [4, 12, 13]. Kpome remoppa-
TUYeCKuUX ()OpM, B KIMHUKE BBIJICISIFOT U MaJIOU3Y-
YeHHbIC, HO MaHU(ECTHO MPOTEKAIoIIe TPOMOOTH-
yeckue BapuanTel [ M/I, TpeOys ocoboro BHUMaHUS
K JJAHHOW KaTeropuH MarueHToB, 0CO0eHHO Ha (oHe
XUpypruueckoi narosoruu [12, 14].

Hexoropsie Bapuanthl JI®PI' sABISAIOTCA HEOTH-
eMJIEMBIM «cIlyTHUKOM» I'M/], ipu KOTOpOoi aHOMa-
JUsSl KOHEYHOTO 3Tara CBEPTHIBAHUS KPOBH, HAPAILY
¢ OoJiee WM MEHEE BBIpAXKEHHOU JUCHYHKIMEH CO-
CYIHCTO-TPOMOOIIMTAPHOTO KOMITOHEHTa TeMOCTa3a
Y KJIMHUYECKMMH TPU3HAKaMU CHHJIpOMa ME3CHXH-
ManbpHOH auciriazuu (CMJL), MoryT co3maBaTh sSipKo
BBIPQXKECHHYIO (HEpeAKO MOTUMOPQHYI0) KapTHHY
TreMOpParMyecKoro auare3a U TpeboBaTh aKTHBHOM
KOppeKnnoHHoU Tepanuu [4, 12]. letn ¢ CM/] gacto
CTPaJalOT XUPYPrHYECKUMH OOJE3HIMU: N3MEHEHH-
SMH KOCTHOTO CKeJleTa — Je(opManusMu TpyaHON
KJIETKH, OOJE3HSIMU TO3BOHOYHHKA, JleopMaren
KOHEYHOCTEH, BPOXKICHHBIMUA TMOPOKAMH Pa3BUTHS
OpOHXOJIETOYHOM CHCTEMBI, Cep/Iia, OPIONTHON CTEH-
KU, TOYEK, MOYETOUHUKOB, TOJICTOW KUILIKH, OPTalb-
MonarusiMu, 6onesasmu JIOP-opranos, Tpebyronu-
MU ONEPATUBHOTO JeueHus [5, 6, 8]. YuutsiBas, 4To
HapyIIeHUs] TEMOCTa3a MOTYT OBITh MPOSBICHUSIMHU
TpoMOoduinu, aUcPUOPUHOrEeHEMHH, KoaryJora-
THU CO CHIDKCHHEM YPOBHS Pa3IMYHBIX (PAKTOPOB
CBEPTHIBaHUSA, TPOMOOIIUTONIATHHN KaK CO CHIDKEHUEM
arperammu, Tak ¥ ¢ THIeparperagueid TpoMOoOnruTOB
Y KIIMHWYECKU BBIPAKATHCS HE TOJBKO MOBBIIICHHON
KPOBOTOYHMBOCTHIO, HO ¥ BO3HHKHOBEHHEM TPOMOO-
30B, HEOOXOIMMO AETalIbHOE 00CIECA0BAHNE U BbISB-
JIeHHE TaKuX OOJBHBIX BO H30€KaHHE OCIOKHEHNUH B
Pa3IMYHBIX MIEPHONIaX XUPYPTUUECKOTO BMEIIATENb-
ctBa [15-18].

IIpn u3yueHUM JINUTEPaTypbl y HAC CIIOKHIOCH
MHEHHE, 9TO HET EAMHOTO TOHUMAHUS U CY)KJICHUS O
BapHaHTaX TeMOCTATHYECKIX HAPYIICHUH U METOIax
X Koppekmuu y aetet ¢ CM/l n XupyprudecKuMu
Oonesnsmu. Jlo HACTOSIIEro BpeMeHH OTCYTCTBYIOT
HCCJICIOBAHUS 10 OICHKE KIMHUIEeCKON d(h(eKTHB-
HOCTH KOPPEKIIMW HapYIICHUH TeMOoCTa3a y JaHHON
TpyNIBl OONBHBIX B PA3JIMYHBIC ONEPAIMOHHEIE TIe-
puonsl. Llens nccnenoBanus — U3y4UTh XapakTep U
CTPYKTYpY NaTOJIOTUH KOHEYHOI'O 3Tara CBEPThIBa-
HUs y aereil ¢ cuaapomom CM/] ¢ doHoBo# Xupyp-
TUYECKOU MTaTOIOTUEN.
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MATEPMAJI 1 METOJbI

Knuandeckas 4acte pabOTHI BBITIOJTHEHA HA OC-
HOBE aHallu3a Pe3yJIbTaToB OOCIIEOBAaHUS U Jiede-
HUS JeTel, TOCHUTAIN3UPOBAHHBIX B CTAllMOHAP
UpkyTckoil rocynapcTBEHHOH OONIacTHOM IeTCKOM
xmHandeckoit  oompHUIEI (MI'OAKB) ¢ 2004 1o
2009 . 3a ykazaHHBII TIEpHOJ B KIIMHUKE HaOIOIa-
nock 109 nereit B Bo3pacte ot 1 roga no 18 ner c
cuagpomMoM CMJI, UMEBIINX TATOJIOTHIO CHUCTEMBI
reMocrasa U xupypruueckue 3adoneBanus. Cpenu
MMalMeHTOB HaOMonanoch 69 manpankoB (63,3 %)
u 40 nmesouek (36,7 %). Bce metn Owbutm paszmene-
Hbl Ha JiBe OaszucHbIC Tpynnbl. B mepByo rpymnmy
(regenus, [JI) Bommm 53 mamuweHTa, COCTaBUBIITHX
48,6 % ot obmiero uncna OOMBHBIX, ¥ KOTOPHIX IO
COBOKYIIHOCTH JIaHHBIX aHaMHe3a, (DU3HKAIIbHBIX,
KIIMHUYECKUX W JIA00PaTOPHBIX CHMIITOMOB OJHO-
BPEMEHHO C XUPYPruy€CKOW NMaTOJOTUEN BbIABIECHBI
Hannuue CM/, HapyIlIeHus: B CUCTEME CBEPThIBAHUS
1 KOTOpBIE MONYYMIIA TPEAONEPaMOHHYI0, HHTPa-
OTIEepalMOHHYI0 U TIOCJTIEONEPAMOHHYIO TEparuio
10 KOPPEKIMK KOAryJaoJorHuecKux HapylieHud. Bo
BTOpyIO Tpymiy (kmmHIYeckoro cpasHeHus, ['KC)
Borutn 56 (51,4 %) neteil, uMeBIIUX B aHAMHE3€ UH-
Tpa- U MOCJIeONepallnOHHBIE TEMOCTA3HOIOTHUECKIE
OCIJIO)KHEHHSI B CBSI3U C HEMAarHOCTHPOBAHHBIMH Ha
MpeIoNepallMOHHOM JTare HapyLIeHUSAMU CHCTEMBI
cBepThiBaHUsA. KOHTpONbHAs Tpymia MpeacTaBlieHa
20 3M0pOBBIMH ETHMHU U MOAPOCTKAMHU (B BO3pac-
Te 817 5eT), NPOXOAUBILUMH IJIAHOBYIO KOHCYJIb-
TaIMI0 TEMAToJioTa B MPENONEPAIMOHHOM IEPHOJIe
(mepen mpoBeNEHWEM TMJIAHOBBIX XHUPYPrHUECKHUX
BMEIIIATENBCTB), Y KOTOPBIX OTCYTCTBOBAIHM KJIMHH-
yeckue npospieHuss CMJ] u He BBISBIAIOCH 3HAYH-
MBIX HApyIICHUH B CHCTEME CBEPTHIBAHUS KPOBH.
[Ipu neranbHOM KIMHUYECKOM OOCIIEIOBAaHUH Y HUX
HEe OOHaApy)KCHBI CHMIITOMBI SIBHOW JINOO CKPBITOM
(po0bI KryTa, IIUNKA) KPOBOTOYMBOCTH, MpPU3HA-
KW JIUCTUTa3UH COCAMHUTENBHON TKaHW, H3MEHEHUS
KammuisipoB B 30He Kuccenn0axoBoro crieTeHus,
y J1€BOYEK-MOAPOCTKOB — MPOAOIKUTENBHBIE H/HITH
OOWJIbHBIE MEHCTPYAaIIHH.

Bcewm 00ce1oBaHHBIM BBITIONHEH TOTHBIN remMa-
TOJIOTUYECKUI aHATIU3 KPOBU U PETUKYJIOIIUTOB Ha re-
MatonorndeckoMm ananmuzarope XT-20001 SYSMEX
(IBeitmapus).  MccnemoBanne — arperaniioHHOMN
(byHKIIMH TPOMOOITUTOB ITPOBOJIMIIM HA arperoMerpe
HELENA AggRAM (BenmukoOpuranus) mom Aei-
CTBHEM OCHOBHBIX MHIYKTOpPOB arperaruu — AJ{D,
KOJIJIareHa, PUCTOLCTUHA, apaxUIOHOBOU KHCIIOTHI.
YHUGUIMPOBaHHBIE METOIBI HCCIIEIOBAHMS KOATYIIS-
IIMOHHOTO I'eMOCTa3a BHIMOJIIHEHBI HAa KOATryJIoMeTpax
STA-R Evolution (®panmus), DADE BEHRING
BFT II (I'epmanmmst), ACL-200 (Mramus), STA-R
Evolution (®pannus), Ha cnekrpodoromerpe ROKI
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COIIACHO CYUIECTBYIOIIMM peKkoMeHaauusM [7]. Um-
MYHOMETPUYECKUH aHAIIU3 MPOBOAMIIM Ha armapare
NICOCARD ([lanust). Ha merexTupyromemM TepMo-
mukiepe JT-96 (Poccust) ompenmensiv mOIHMOp-
(u3MbI B TeHaX OCJIKOB, aCCOLMUPYEMBIX C PUCKOM
pasButHsa TpomOoduimu: Oera-uenu GuOpHHOreHa
FGB (momamopdumsmer ¢.—467G>A, c.—156G>T),
nporpombuHa F2 (momumopdusm c. 97G>A), Tpom-
OonurapHoro peuenrtopa ¢pudbpunorena [7GB3 (mo-
mumopdusm ¢.176T>C), xoaryismuoHHOTO (hakTopa
V F5 (nomumopdusm ¢.1601G>A, «myrarus Jleii-
neHa»), naTerpuHa anbda-2 I7TGA2 (momumopdusm
¢.750C>T), TpoMOOIMTApHOTO MIUKOIpOTeHHa 1b
GP1BA (monmumopduzmer VNTR c.1234 1272del39/
ins39, ¢.482C>T), uarnOuTOpa aKTHBaTOpa TKaHe-
BOTO TuTazMuHoreHa PAI-1, metuneHteTparuapodo-
narpeaykrassl MTHFR (momumop¢usmsl ¢.665C>T,
c.1286A>C), metnonmHcuHTa3sl MTR (mommMop-
¢usm ¢.2756A>QG), peaykrasbl METHOHUHCHHTA3bI
MTRR (nonumopdusm c.66A>G), KoarymsHOHHBIX
thaxropoB V (F7), XIII (F13). B uta3me kpoBu u3me-
psun cozpepkanue roMonucTenHa, C-peakTHBHOTO
OeJKa Kak MapKepa SHAO0TEIHOIN3a.

PE3VYJIBTATBI 1 UX OBCYXJIEHME

Knunnueckue npossnenns CM/1 y nereit ¢ xu-
PYPrUYCCKUMHU OOJIC3HSAMH BKJIIOYAIN B ceOs pas-
JIMYHBIC TIPU3HAKU COGILI/IHI/ITCHBHOTK&HHOﬁ JAUC-
w1a3ud  (CoriacHo NPUHATHIM — HaunmnoHaabHBIM
pexomenpanmsaM) [9], mpuyem y OONBIIMHCTBA Ta-
LMEHTOB OBUIO OOHApyXeHO codyeTaHue 5 u Oonee
MIPU3HAKOB ME3CHXUMAJIbHOM AMCIUIa3uu. Y 1o-
JIABIISIIOIIETO YMCIia OOCIIEIOBAHHBIX O0CHX TPYIII
MIPEeBATMPOBAIN IPU3HAKH TUCPYHKIIMN TTOKPOBHBIX
kxoimarenoB (I u III TumoB), mpeobmananm 3amemJe-
HUEC 3aXMBJICHHA paH, MbIIIC€YHasd T'UIIOTOHUSA, BUC-
LepalbHBI CIJIAHXONTO3, B YaCTHOCTH HE(PONTO3,
TEHJICHUHUSI K THIEP3IACTUUHOCTH KOXKH, AaHIMO3K-
Ta3u¥, TUNEPMOOHIBHOCTh HIAPHUPHBIX CYCTaBOB
MEJIKOTO M CPEIHEr0 Kannopa, CKeJIETHbIE aHOMATUH
B BUzE AedopMaluy IO3BOHOYHMKA, TPYIHON KIIET-
K1, KOHEUHOCTEH, 3a1epiKKa PU3MYECKOTO Pa3BUTHS,
COCAMHUTEIbHOTKAHHBIC MUKPOAHOMAITUH (3TIHMKAHT,
IeTepOXPOMUS PALY>KHOH O0OJIOYKHM IvIa3, FHIEpTe-
JIOpU3M TJ1a3, 3K30(TalIbM, SHO(TAIBM; MSTKUE Jie-
(hopMHPOBaHHbIC YIIHBIE PAKOBHHBI, HU3KO pacrio-
JIOKEHHBIE YIIH, OONBIINE TOpYallue YIIW, TPETUH
TUI MOYKH yXa, TUIOIUTa3Usl MOYKH; HU3KHH POCT
BoJioCc Ha JOy, 3aThUIKE; AMacTeMa, HelpaBUJIbHbIA
poct 3y00B, IOTIOTHUTENBHBIC 3yObl, HENPABUIILHBIN
MIPUKYC, y3/1eUKa BEPXHEW I'yObl, KOPOTKas y3JeuKa
SI3bIKA; TUIIEPTEIIOPU3M COCKOB (Y MaJIBdMKOB); TIO-
JIUTEMUSA, KIWHOJAKTHUIINA, CUHIAKTHIIUA, OJIUIO-
JaKTWINA, OpaxUOaKTWINS, CaHAaJICBUIHAS ILENb 1
Ip.). bonesHn MOUYEBBIBOIAIIICH CHCTEMBI U TTOYEK Y
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OZIHOTO OOJILHOTO MOTIIY OBITH BBIPKEHBI COYCTAHH-
€M JUCIIACTUYECKUX M3MEHEHHMH C TIOPOKaMH pas-
BUTHsI (YIBOCHHE JIOXaHOK, IUCTONHS, KHCTO3HBIE
o0pazoBaHus U 1p.). MI3MeHeHnss B ”UMMyHOTpaMme
npucyrcTBoBasin y 34 (64,2 %) mereit [l u y 37
(66,1 %) marmentoB I'KC.

Bcero nmpoananu3zupoBaHo 58 KIMHUKO-MHCTPY-
MEHTAJIbHBIX MPHU3HAKOB / HO30JOTMYECKUX (hopm,
HanOonee gacto BcTpedaroruxcs mpu CM/I. K aum
OTHOCSTCS Pa3JINYHbIE aHOMaJINK pa3BUTHA: 1) cep-
JIEYHO-COCYUCTONH CHCTEMBI; 2) OpPraHOB 3pPEHMUS;
3) JIOP-opranoB; 4) HEpBHOW CHCTEMBI; 5) Key-
JOYHO-KUIIEYHOTO TPaKTa; 5) OPOHXOJIETOUYHOH CH-
CTEMBI; 6) MOYCBBIICIUTEILHON CHUCTEMBI, 6) HH-
JOKPUHHOW CHCTEMBI; 7) HMMYHHOH CHCTEMBI;
8) omopHO-IBUTATENBHOTO anmnapara; 9) penpoayk-
THBHOU cucTeMbl. CTeneHp BhIpaxkeHHOCTH CM/]
Yy KaXXJ0ro KOHKPETHOTO MaI[eHTa OMpPEeIesiiIn o
cymme OamnoB (kputepun P. Beighton [19]) Ha oc-
HOBE YeThIpEX OCHOBHBIX COCTaBJLIIOLIMX: 1) cre-
MEeHb BBIPAKEHHOCTH BHEUIHUX MPOSIBIICHUH COETH-
HUTEJIBHOTKAaHHON HUCIUIa3UM; 2) XapakTep MajbIX
AaHOMAJIMH Pa3BUTHUS BHYTPEHHHUX OPTaHOB U CUCTEM;
3) teuenne accouuupoBanuoi ¢ CMJI xpoHudecKkoit
COMaTHYECKON MM ICUXOHEBPOIOTHYECKON IaTOIIO-
run; 4) MmeTabonmuecKue HapyIICHS, OTPaKATOIIIHEC
COCTOSTHHE OOMEHA COSTMHUTEIbHON TKaHH.

[IpoBeneHHOE KOMIUICKCHOE KIIMHUKO-J1abopa-
TOpHOE 00CJeI0OBaHNE TAIlMEHTOB MO3BOJIMIIO yCTa-
HOBHTH XapakTep HapyILICHUH B CUCTEME reMocTasa,
Ha OCHOBAaHUM KOTOPOTO AETH ObUIM pa3iesieHbl Ha
PSIL HO30JIOTHYECKUX IPYHIL. Y4uThIBas 10, 4To [ M/
MPEACTaBISET COO0H YHUKATIBHYIO aHOMAJIHIO Pa3BH-
THSI OpraHU3Ma 4eJI0BeKa, KOTOpask XapaKTepu3yeTcs
HEOJHO3HAYHOM KIMHMYECKON CHMITOMATUKOH W,
KaK CIJIC/ICTBHE, OTCYTCTBUEM YETKHUX JUArHOCTHYE-
CKUX KPUTEPUEB, paclpeesieHHue 10 TPyNnaM HOCH-
JIO YCIIOBHBIN XapakTep — Mo MpeodiaaHuio Ooee
BBIPQKCHHOTO HApYILICHHS B ONPEIEIICHHOM 3BCHE
CBEPTHIBaHMA, TaK KaK XapakTep MaToJOTHH TeMO-
cTas3a 4acTo SIBJISUICA COYETaHHBbIM. Takoi IUPOKUiA
JIaIia30H HapyLICHUH CBEPTHIBAHUS OOBSICHSIICS CO-
YeTaHWEM TeHETHYEeCKH OOYyCIIOBJICHHBIX aHOMAJIUH
KOJJTareHa C TeHETHYECKH OOYCIIOBJICHHBIMU Hapy-
LICHUSIMM KOMIIOHEHTOB CHCTEMBI TeMOCTa3a.

YV Bcex 6onpHBIX ¢ mposBieHusMu I'MJ1, cpenn
MIPOYMX BBISIBICHHBIX CIIBUTOB B CHCTEME TeMOCTa3a,
JOMHUHHUPOBAJIN COYETAHHBIE HAPYIIECHUS B CUCTEME
remoctaza: B 'KC —y 31 pebenka (28,4 %), B ]I -y
27 neteit (24,8 %). YKanoObl, 00yCIIOBICHHBIE 1TaTO-
JIOTMYECKUMH H3MEHEHUSIMH B CHCTEME CBEPThIBa-
Hus y aereit ¢ 'M/], npencrasnens! B Tabm. 1.

Juarnoctuka HapyleHud B (UOpHHOIUTHYE-
CKOM 3B€HE reMOCTa3a MPOBOJMIIACH IIPH CHU)KEHUH
ypoBHsI (HUOpUHOTEHA, YAJMHEHUH TPOMOWHOBO-
ro BPEMEHH, CMEIIAHHOM THIIE KPOBOTOYMBOCTH, a
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Taonuua 1
Knunuueckue nposenenus HapyuieHUull C6epmvl8anus y NAYUEHMO8 C 2eMAMOME3eHXUMATbHOU OUCniazuell
I'KC (n=56) Tl (n=53)
Hapymenne ciucteMsl reMocTasa
n % n %
PermnnuBrpyromye HOCOBBIE KPOBOTEUCHHUS (epistaxis) 35 50,9 27 62,5
KpoBoteuenue co cau3ucToi MONOCTH PTa, KUIICUHBIE, 12 7,6 4 21,5
W3 MOYEBBIBOJSIUX MyTell, n3 mynounoil panku, XXKKT,
MEHOPpAarud, BHYTPHUCYCTaBHBIC
KpoBoTedenne mocie 3KCTpakIiiy U CMEHBI 3y00B 7 7,5 4 12,5
KpoBoteuenue nocie TpaBMarnyeckoro 3Mu307a, Mope3os, 10 24,5 3 16,1
paHOK, MECT UHBEKIUIT
KpoBoteuenue nocieonepannoHHoe (IIBbI, PAHBL, APCHAK, 40 22,6 2 71,4
HOCOTJIOTOYHOE)
[TostBnerne remaroM ¥ (WIJIH) SKXAMO30B B MTOCIIEONEPAITIOHHON 9 15,1 8 16,1
obnacTtu
KpoBoTeuenune Bo BpeMst onepanuu 10 9,4 5 17,9
OTCpOYECHHBIE KPOBOTECUCHHSI 1 7,5 4 1,8
Jlerkoe mosiBieHUE SKXUMO30B, X JUIUTEIILHOE «I[BETCHUE) 25 45,3 24 44.6
IlosiBIeHME MeTEXNaIbHON CBHINTU 7 7,5 4 12,5
[TosiBnenne remarom 9 11,3 6 16,1
3amenieHHast pereHepanysi KOKu 4 1,9 1 7,1
CHIKEHUE YPOBHS TPOMOOITTOB 2 1,9 1 3,6
KpoBomsnusiHue B TOJIOBHOM MO3T B aHAMHE3€ 5 5,7 3 8,9
TpomOoTHYECKHI 313071 B aHAMHE3¢ 2 1,9 1 3,6

TaKKe HAJIMYMH TPOMOOTEHHOTO PHICKA W BKITIOYA-
Jla OTpeJeNieHue BPEMEHH JIM3KCa DYTII00YIMHOBBIX
cryctkoB / Xlla-3aBucumoro ¢uOpruHONIM3a mNpU
HOpPMAaJIbHOM YpOBHE (PMOPUHOTEHA B IIJIa3Me, OTpe-
JierieHne aktuBHOCTH (aktopa XII, miasmMuHOreHa.
Tectsl 2 ypoBHs (ompeaenenue akruBHocTH XIII
(axropa, conepxkanus PAI-1, o -anTuninasmMuna)
BBITIOJIHAJINCH ITPU HOPMaJIbHBIX MOKA3aTeNsIX CKpH-
HUHTOBBIX TECTOB KOAr'yJIOTPaMMBbI, HO IIPH HAJTHYUHU
y 601pHOTO TeMOpparudeckoro cuaapoma. C Toi xe
JIUarHOCTHYECKON LIEIbI0 IPOBOMINCH TECTHI C A/10-
BBIMH TE€TEPOTEHHBIMHU KOAaryjia3aMu, Kak CKPHHUH-
TOBBIC (C S7IOM TIOP3BI WM Taaroku Paccena), Tak u
MOATBEPIKAAIONINE (Je0ETOKC/9XUTOKCOBBIN TECTHI).

Huarnos JI®I" BeicTaBien 9 manmentam (8,3 %).
st Gonee JeTajbHOTO aHANIM3a COCTOSHUSI KOHEY-
HOT'0 9Tarna reMokoarysiuuy y 6onsueix ¢ JICT mpo-
BEJICHBI TECTHI C S1aM1 IUTOMOPIHUKA OOBIKHOBEH-
HOTO (aHIUCTPOJOHOBBIN), 3()bI MHOTOYCHIYIHUATON
(3XHMTOKCOBEBIN) U TIOP3bI OOBIKHOBEHHOU (J1€0ETOK-
coBbIi). Y 6 601bHBIX (5,5 %) UMeTHCh BRIpaKEHHBIE
HapyIIeHUs B SJIOBBIX TecTaxX (aHIMCTPOIOHOBHIN
TECT, 9XUTOKCOBBIN TecT). MHorue JI®I" ¢ remoppa-
TUYECKUM KOMIIOHEHTOM B T€UEHHE HECKOJIBKHX JIET
pacueHUBaINCh KaK Pa3M4HOrO Poja TPOMOOIUTO-
MIATHH, B CBS3H C YeM OblIa HEOOXOAUMOM JeTambHas
muddepennnanbHas TMarHOCTHKA JaHHBIX HapyIle-
Hull remocrasa. Bricokast wacrora JI®I" y obcieno-
BaHHBIX MAI[UCHTOB MOXKET OBITH CBsI3aHA CO 3HAUU-

BIOINIETEHb CO PAMH, TOM 34, Ne 6, 2014

TEJIbHOW pPacrnpoCTpaHEHHOCThIO cuHapoma ['MJ]
KaK B POCCHHCKOHN NOMYJISLIUH, TAK U CPEIH IETCKOTO
HaceneHus 3amanuoil 1 Boctounoit Cubupmu.
Hapyimenne KOHEYHOTO 3Tarna CBEPTHIBAHHS, KaK
MIPENMYIIECTBEHHOE HAPYIIEHHE CHCTEMbI TeMOCTa-
3a, BeIABIEHO y 16 mereit (14,7 %). Y Tpex mereit
(2,7 %) c napyuieHHMeM KOHEYHOI'O 3Tama CBEpThI-
BaHMsI UMeJla MeCTO (JOHOBasI HEAOCTATOUHOCTh aK-
tuBHOCTH (akropa XIII, yTo cmocoOcTBOBasO erie
OoubIIeH ecTabuan3aIuu mporecca GuOpHUHOTreHe-
3a/(uOpHHOTEHOTeHe3a, a TaKXKe K HApYIICHUIO Oa-
phEpHON QYHKIIUMH SHIOTEHS U SBISIIOCH OJJHOM W3
MIPUYHH Pa3BUTHS FEMOPPArHYeCKUX SKBUBAICHTOB.
Ha sTane nepBuYHO# TUAarHOCTUKH, T.€. IPU UCIIOJb-
30BaHMU «CTAHJAPTHOTO» HAOOpa Koaryioioruye-
CKHUX TE€CTOB, OJOOHOT0 POJia HApYLICHHUS 3a4acTyI0
He 00HAPYKWBAJUCH U HE BEPUDHUITHPOBAIHCE.
Bropuunsie 1Pl Ha (oHe mopakeHHs MEYeHU
(arpeccuBHBIE XPOHHYECKHE, B TOM YHCJIE ayTOUM-
MYHHBIE M JIEKAPCTBEHHbIE TI€NaTUThl, LIUPPO3bI,
OITyXOJIEBBIN MPOIIECC, CENTHIECKOE MTOPAKEHHE Tie-
yeHu, [IBC-cunapom) He paccMaTpUBajtCh.
CoBpeMeHHasi TeMOCTa3HOJIOTHSI OCHOBBIBACTCS
Ha aKTMBHOM HCCIICIOBAHUHM TCHETUYECKUX MPEIHK-
TOPOB Pa3BUTHSI TPOMOOTHYECKHUX OCIOKHEHWH, B
ToM umcie y manueHToB ¢ CM/I. Hacnencrenusie
TeHETHYECKUE MONUMOP(U3MBI M MyTalUd TEHOB
OIIPEIEISIOT aHOMAJIBHOE CTPOCHHE MOJEKY!l (u-
OpHHOTEHA, KOJITAareHOBBIX BOJIOKOH M MX KIIETOYHBIX
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Taonuuya 2

Cmpyxkmypa u uacmoma mpomoO02eHHbIX MYMAYUL/NOTUMOPPUIMO8 V NAYUEHMO8 C OUCHUOPUHO2EHeMUAMU
U HAPYUEeHUAMU KOHEUHO20 MANd C8ePMbleaHUs

[TanrenTs
IToxasarens Hapymenue Hepunur
Aor KOHEYHOI'O ATana | aKTUBHOCTH
CBEPTHIBAaHUS F XIII

Bcero manuenToB 9 16 3
T'omosurorueie myTaiuu F2 (nonumophusm ¢.97G>A) 0 0 0
I'ereposurornsie mytarmu F2 (momumopdusm c.97G>A) 2 (22,2 %) 1 (6,25 %) 0
F5 (momumopdusm ¢.1601G>A, «myTtanust JleiineHay, 1 (11,1 %) 2 (12,5 %) 0
TeTEPO3UTOTHBIN)
T'omo3zurorusie MmyTauuu resa PAI-1 3(33,3%) 5(33,3 %) 2 (66,6 %)
I'ereposurorHbie MyTaruy reaa PAI-1 3(33,3%) 4 (25 %) 1 (33,3 %)
MyTammu reHoB donaraoro 1ukia — MTHFR (momuMoppu3Mbl
€.665 C>T, ¢.1286A>C), MTR (nonmumopdusm ¢.2756A>G),
MTRR (momumopdusm c.66A>G)
T'oMo3uTOTHBIE C HOPMATBLHBIM YPOBHEM TOMOITUCTEHHA 9 (100 %) 14 (87,5 %) 3 (100 %)
T'OMO3HTOTHEIC C TUTICPTOMOIMCTCHHEMUCH 3(33,3%) 9 (56,2 %) 0
I'erepozurorusie 9 (100 %) 16 (100 %) 3 (100 %)
T'omosurorasle MmyTanuu reda GP1BA (momumophusm 2 (22,2 %) 4 (25 %) 1 (33,3 %)
VNTR c.1234 1272del39/ins39)
I'ereposurorneie myTtarun rena GP1BA (mommmopdmsm ¢.482C>T) | 3 (33,3 %) 3 (18,7 %) 2 (66,6 %)
T'omosurorasie myTtatun reaa [7GB3 (momumopdusm c.176T>C) 3(33,3%) 4 (25 %) 1 (33,3 %)
I'ereposurornsie myTtaiuu resa [7GB3 (monmumopdusm ¢.176T>C) | 5 (55,5 %) 10 (62,5 %) 1 (33,3 %)
T'omosurorusie myTtaiuu rena [7GA2 (nonumopdusm ¢.759C>T) 2 (22,2 %) 4 (25 %) 1(33,3 %)
I'ereposurornsie myTtaiuu rena [7GA2 (monmumopdusm ¢.759C>T) | 2 (22,2 %) 5(33,3 %) 1 (33,3 %)
T'omosuroTaeie MyTanuu reva FGB (momumopdusm c.-156 G>T) 2 (22,2 %) 5(33,3 %) 0
IereposurorHeie myTtaruu resa FGB (momumopdusm c.-156 G>T) | 1 (11,1 %) 3 (18,7 %) 1 (33,3 %)
T'omosurorHele MyTanuu reHa FGB (nonmumoppusm c.-467G>A) 1 (11,1 %) 2 (12,5 %) 1 (33,3 %)
I'ereposurornsie MyTanuu rena FGB (monmumopdusm c.-467G>A) 1 (11,1 %) 1 (6,25 %) 1 (33,3 %)

peuenrtopos [21, 23]. B Hamiem ucciieioBaHUM BIiep-
BbIC MPOAHAIM3UPOBAHBI OCHOBHBIE TPOMOOTEHHBIC
awtensapie  JIHK-momuMopdu3Mbl, O3BOHMBIIHE
YTOYHHTh U BEPUPHULUPOBATH CTPYKTYpY TpOMOO-
(bmnmueckux cIBUTOB y marueHToB kak ¢ CM/I, Tax
Y ¢ HApYIICHUSIMH KOHEYHOTO 3Tara mporecca reMo-
KOarymsiuy. Pe3ynsraTsl TeHETHYECKOTO CKPUHUHTA
MIpEJICTaBIICHBI B TA0M. 2.

BrhIsIBIICHHBIE TeHETHYECKUE MPEATUKTOPHI pas-
BUTHSI TPOMOOTHUECKUX COCTOSHUM yKa3bIBalOT Ha
BBICOKYI0 yacToTy (87,5-100 %) oOHapyxeHHs KOM-
OMHHUPOBAHHBIX TPOMOOTCHHBIX MOJUMOPPHUIMOB Y
nanuenToB ¢ CM/] (momumop¢u3msl B renax ¢oiar-
HOTO MHKJIa, TpoMOomuTapHbXx GP, onpenemnstomux
CBSI3b TPOMOOIIMTOB C PYHKIIMOHATIBHBIMU IEHTPAMU
MoJekynbl pubpuHoreHa. Pexxe (B cpeanem B 33,3 %
CIIy4acB) BBIIBIBSUIACHE MapKepbl aHoMannu (Gpubdpu-
HOMM3a — monuMou3Mbl B reHe PAJ-1 (ocoOeHHO
TOMO3WTOTHBIE BapUaHTHI), CBUICTEIBCTBYIOIINE O
HapylIeHUH YyBCTBUTEIBHOCTH aHOMAIBHOTO (hu-
OpuHOTEeHa K IU1a3MuHy. JIMIIb y TpeTH NannueHToB ¢
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rontBepxkaeHHBIMU JIDI™ (B 00beMe BBITOITHEHHBIX
TECTOB) YCTAHOBJIEHO TOMO3HMIOTHOE HOCHUTEIHCTBO
noaumop¢usmos B B-uenu FGB (156 G>T). dannoe
00CTOATEJICTBO IOATBEPXKIACT, YTO y MALEHTOB
¢ CM/J] yame BBISBISIOTCS CTPYKTYpPHO-(QYHKIIHO-
HaJIbHBIC aHOMaJMM (pUOpUMHOTEHAa M KOMOHMHHUPO-
BaHHBIE TPOMOOTEHHBIEC TIOTUMOP(OU3MBI, YCYTYyOIIsIst
TPOMOOTEHHBIN CLieHAPHH pa3BUTHS (OHOBOH MaTo-
JIOTMH, W, HECOMHEHHO, OJDKHO YUYHTBHIBATbCSA MPHU
MOATOTOBKE TMAIMEHTOB K XHPYPrUYEeCKOMY BMellia-
TEJIBCTBY.

3AKITIOYEHHME

Jletn ¢ Me3eHXMMaJIbHOW JucIuiazueil Ha GoHe
XUPYPTAYECKON TATOJIOTHH COCTABIIIOT TPYIITY PH-
CKa IO Pa3BUTHIO T'€MOPPArH4YeCKUX M TPOMOOTH-
YECKUX OCJIOKHEHHH, B TOM YHCIIe 00YCIIOBICHHBIX
HapyIIeHUSIMHA TEMOCTa3a B KOHEYHOM 3BEHE CBEp-
ThIBaHUs. [Ipy UCHOIB30BAaHUU CIIEIUATBHBIX METO-
JIOB WCCIIEIOBAHM HApYyIIEHUS B CUCTEME reMoCcTa-
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3a 00HAPYKMBAIOTCS B CIEIYIONIEM COOTHOIICHUU:
MPEBATUPYIONINEC HAPYIICHUS  KOATYISIUOHHOTO
remocrasza y 53,2 %, TpoMOOIIMTapHOTO TreMocTa3a
y 19,3 %, TpoMOOTeHHBIE HAPYIIICHNS W HAPYIICHUS
KOHEYHOTOo 3Tarna cBepreiBanust y 27,5 % obcieno-
BaHHbIX. CTaHAapTHAs NHAarHOCTHKA reMocTaThye-
CKHX HApYUICHWH HE TIO3BOJSIET BBIIBUTH aHOMAIIb-
HBIC COCTOSIHUS B BUJIC JUCHYHKIIMH TPOMOOIIUTOB,
YMEpPEHHOTO CHIKEHHS aKTUBHOCTHU (PaKTOPOB CBEP-
THIBAaHHA, TPOMOO(PMINYECKUX HAPyIICHUH H WU3-
MEHEHUU B KOHCUHOM 3BCHE CBEPTHIBAHUS, B TO KE
BpeMs YCOBEPIICHCTBOBAHHBIN HAMH JTHATHOCTHYE-
CKUH aJITOpUTM y JeTel C reMaToMe3eHXHMMaJIbHOU
Jqucriazued Ha (OHE XUPYPrUYeCKOH MaToNIOTUu
o0ecreunBaeT Ka4eCTBEHHYIO OIIEHKY T€MOCTaTH-
yecknx HapymeHuit B 100 % cimydaeB u mo3BOJSET
MPEeIOTBPATUTh BO3HUKHOBEHUE OCIOKHEHUU B Iie-
PHUOIIEPAMOHHBIX TIEPUOJIAX, YMEHBIIIUTD CPOKHU TT0-
CJIEOTNIePAIlMOHHON TOCIUTAIN3ALMHU U CYIIIECTBEHHO
VAYYIIATh TOCICONECPAIIMOHHHYIO PEeaOUITUTAIUI0
JTAHHOW KaTeropyuy MaIeHTOB.
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DISORDERS OF BLOOD COAGULATION FINAL STAGE
IN CHILDREN WITH HEMATOMEZENHIMAL DYSPLASIA SYNDROME
UNDER CONDITIONS OF BACKGROUND SURGICAL PATHOLOGY

Larisa Viktorovna FIRSOVA!, Viktor Gennad'evich STUROV?, Igor Borisovich KOVYNEV?

! Irkutsk State Regional Children s Clinical Hospital
664022, Irkutsk, Gagarin av., 4

2 Novosibirsk State Medical University of Minzdrav of Russia
630091, Novosibirsk, Krasny av., 52

The results of studies of the final stage of blood clotting syndrome in children with systemic mesenchymal dysplasia
(SMD) on the background of surgical pathology have been presented. Most of changes are associated with the presence
of abnormal circulating fibrinogen (dysfibrinogenemias). It has been revealed that hemorrhagic and thrombotic
manifestations of SMD are at high risk of intra-and postoperative complications and require adequate preoperative
verification and pathogenetic correction. The carrier frequency of thrombophilic DNA-polymorphisms in patients with
systemic mesenchymal dysplasia has been investigated.

Key words: mesenchymal dysplasia, dysfibrinogenemia, surgical complications.
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