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CPABHUTEJIbHbIA AHAJTU3 TEYEHUA UHTPA- U MOCJIEOMNEPALLMUOHHOIO
NEPUOAOB Y AETEWA C TEMATOME3EHXUMAJIbHOW AUCNJIASUEN
U XUPYPITMYECKOW NATOJIOMMEN
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B cmambe npegcmaBaensl pesyabmambl 06CA€gOBaHUsL gemell ¢ reMamome3eHXUMAAbHOU gucnaa3uel,
uMerwux XupypruuecKkyto NamoAorulo. YCmaHOBAeHA BbICOKASL YACMOMA U HO30A0Tu4ecKdsi Cmpykmypd
remamome3eHXuUMAaAbHOU gucnAa3ul KaK (poOHOBOU NAMOAOruu ¢ npeobAaganuem ee HegugghepeHruupOBAHHBIX
Bapuanmog. [Ipocaexken xapakmep B3aUMOCBA3U MEXJY KAUHUYECKUMU NPOSABAEHUAMU COeqUHUMEAbHOMKAHHOU
gucnaasuu u popmamu Hapywenul B cucmeme remocma3sa. [IpegocmaBaenbl pe3yAbmambl CPABHUMEALHOI'O
aQHEAU3Q MeveHUusl UHMPA- U NOCAEONePAyUOHHOTO NePUOJGOB.

KnioyeBbie cnoBa: rematoMe3eHxXumMasibHas AnNcrnaa3uns, COeaANHUTEIbHOTKaHHas ancnnasavs, etTu, xvpyprude-
ckasd naroJjsiorvs, orneparnBHoe BMmellaTtesibCTBO
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The article presents the results of investigation of children with hematomesenchimal dysplasia and surgical
disorders. High frequency and nosologic structure of hematomesenchimal dysplasia as a background pathol-
ogy with prevalence of its undifferentiated variants. A character of interaction between clinical manifestations
of connective tissue dysplasia and forms of disorders in the system of hemostasis. The results of comparative
analysis of course of intra- and postoperative periods are presented.
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Ha coBpemMeHHOM 3Tale pa3BUTUA OOIeCTBa
U MEAUIIUHBI AMCIIAA3UM COEAUHUTEABHBIX TKaHEeHn
(ACT) saBAsIOTCS OAHOU U3 CAMBIX aKTYaAbHBIX U
MaAOM3yYeHHEBIX MTPoOAeM. MHoroyncaeHHBIE (DAKThI
CBUAETEABCTBYIOT O TOM, YTO AUIQ, UMeIOlIue IIPU-
3HakKu ACT — 3TO 60ABHBIE, UMEOIe COUETaHHYIO
XAPypruyeckyro naroaroruto (XIT) 1, 3a9acTyto, code-
TaHHBIe HAapyIllleHus remMocTasa [2, 3, 6, 7, 8]. Y petelt
creMaToMe3eHXUMaAbHOU pucnaasue (FMA) gyacto
nMmeetrca XIT: poedbopManuu rpyAHOM KAETKH, [1ATO-
AOTHUSI TO3BOHOYHUKA U KOHEUHOCTEN, BDOJKAEHHbIE
ITOPOKY Pa3BUTUSA AETKUX C BOBHUKHOBEHUEM aTEeAEK-
Ta30B U PeUAUBHUPYIOLLEro IHEBMOTOPAKCa, BPOIK-
AEHHBIE TIOPOKH CEPATIa, Pa3BUTHS OPIOIITHOM CTEHKH,
IIaTOAOTHUSI MOYEIIOAOBOU CUCTEMBI, O(PTAaABMOIIATHH,
naroaorus AOP-opranos, CKAOHHOCTE K POPMUPOBaA-
HUIO IICEBAOOIIYXOAEBBIX 00Pa30BaHUM, METAKOAOH,
AOAVIXOCHUTMa, KOTopas TpebyeT ollepaTUBHOIO BMe-
maTeAbcTBa [1, 4, 5, 9, 10]. Bce BHIIIeCKa3aHHOE I10-
CAY’KHUAO OCHOBAHUEM AASI Pa3pabOTKU U BHEAPEHUS
B KAUHUYECKYIO IPAKTUKY AeUeOHBIX MEPOIPUIATUN
AAST KOPPEKITUY FeMOCTa3uOAOTUUECKUX HapyIIeHU N
Ha (POHe Me3eHXUMaAbHOU Aucniaszuu (MA) npu
ITPeAOIIEPAITMOHHON TTOATOTOBKE B MHTpPAOIIeparu-
OHHOM IIepHUOA€E U Ha ITOCAEOTIePallMiOHHOM JTalle.

MATEPUAJIbl U METO bl

3a nepuop ¢ 2004 mmo 2009 rr. 8 MTOAKB 0b1r0
obcaepoBaHO 211 peTell B Bo3pacTe OT 3 HEAEAb A0

18 ret ¢ ACT, umeroniux kak XI1, Tak ¥ IaTOAOTUIO
CHUCTeMBbl reMocTa3a. Bce AeTy POAUANCE U TPOSKUBAAKT
B Mpkyrckou obracTu. [TanueHTHl OBIAU pa3penre-
HBI Ha ABe Tpynnel. B nepsyto rpynny aeuenus (I'A)
BOIIAK 155 IaIMeHTOB, Y KOTOPHIX OBIAW BBIIBAEHBI
opHOoBpeMeHHO ¢ XIT Haanune ACT, HapylileHus B
CHUCTeMe CBePThIBaHUS U KOTOPhIE IOAYYUAU KOPPEK-
LIMOHHOE AeYeHUe [10 UMEeIOIIMMCS HapyIIeHusIM. OTa
rpymna OblAa pa3peAeHa Ha ABe TOArpynnel: A1 — 53
pebeHKa, IOAYUYUBIIINE IPeAOIIePalliOHHYIO, UHTPa-
OIlEePAllMOHHYIO U IIOCAEOIEPAUOHHYIO TePAIUI0
HapylleHU! CUCTEeMBI reMocTasa, u 102 manueHTa
0e3 onepaTUBHBIX BMEIIaTeAbCTB, IIOAYUYUBIINE IIPO-
bUAaKTHUECKOe AeUeHle HapylLIeHUN CBepThIBaHUS.
Bo BTOpYy!O Irpynny — KAMHUYECKOTO CpaBHEHUS
(C’KC) — BomIAM 56 OOABHBIX, UMEBIINX B aHaMHe3e
WHTPa- U II0CAeolIepaliiOHHbIE OCAOKHEHUS B CBA3U
C HeAMarHoCTUPOBAHHBIMU Ha IIPeAOleparioHHOM
3Talle HapyIlIeHUsIMU CUCTEMBI CBePThIBaHU. Pacmpe-
AeAeHUe IalleHTOB B IPYIIax 10 HO30AOTUYEeCKHUM
dopmaM OBIAO OAHOPOAHBIM. Pazanune mexxpay [AL u
I'KC 1o noay, Bo3pacTy, CTelleH! AUCIIAACTUIECKOI'O
CUHAPOMAQ, CTEIIeH! TPaBMaTUYHOCTU OIIePaTUBHOI'O
BMeIIaTeAbCTBA He OBIAO CTATUCTUUYECKU 3HAYUMBIM
(p>0,1). 5TO TO3BOAMAO CUYUTATHL UX PABHOIIEHHBIMU
BBEIOOPKaMU.

CTenleHb BBIIBASIEMOCTU AVCIIAAQCTUYECKUX OT-
KAOHEHHUU B opraHax u cucteMax coctaBuaa 100 %.
[MaTorormueckue U3MeHEeHHUsI BCTPeYaAUuCh B BUAE
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coyeTaHusd 3 u Oonree IpU3HAKOB MA: 3aMepreHUSA
3a’KUBAEHUS PaH, MBIIIEUYHON T'MIOTOHUM, IIATO-
AOTHMH KAQIIA@HHOT'O amllapaTa cepAlla, TEHAEHIUHU
K THUIIEPIAACTUUYHOCTU KOJKU, aHTMOIKTa3Uuu, ru-
IepMOOUABHOCTU IIAPHUPHBIX CyCTaBOB MEAKOTO
U cpepHero kaaubpa, cAabOCTH CBSI30YHOTO U
KaIICYABHOI'O aIllapara, YTO IPUBOAUAO K pa3BU-
THUIO Y HUX CIIAQHXOIITO3a 2 U O0Aee AOKAaAU3ALUH,
CKEeAeTHBIX aHOMAaAUY, 3aA€P7KKHU (DU3MUECKOI0 pas3-
BUTHS, COEAUHUTEABHOTKAHHBIX MUKPOaHOMaAUH,
o(TarbMONATUU, AUCIIAACTUUYECKUX U3MEeHEeHUN B
APYTUX opraHax. Tak, IaTOAOTHSI MOYEBBIBOASIIEN
CUCTEeMBI I0Y€eK YacTOo ObIAa BEIpa>keHa COYeTaHueM
AUCIIAAQCTUYECKHUX M3MEHEHUM ¢ MOpOKaMU pa3BU-
THA (YABOEHHE AOXAHOK, AUCTONIUS U Ap.). ABMarHos
Anddepennuposannot ACT (AACT) BeicTaBAeH 38
nauueHTaM, Hepuddepennuposanuon ACT (HACT)
— 173. PacupepeaeHue IO CTeIeHU BEIPa>KeHHOCTU
ACT npoBepeHO IO COBOKYIIHOCTU PE3YAbBTATOB
0oCMOTpa 1 06CAeAOBaHMsI, OAAABL OIIPEAEAEHE! C I10-
MOIBIO balleCcoOBCKOro KAaCCUPUKATOPA.

PE3VYJIbTATbl U OBCYXXAEHUE

[MTposiBAeHHUSI TeMOpPpParuvyeckoro pAmaresa C
KAMHUYECKUMU 3KBUBAAEHTaMU reMOpPpParundyeckoro
CHMHAPOMA B pamMKax cuHpApoMa 'MA OviAM ompepe-
AeHBL Yy 211 60oabHBIX (100 %). HanbOoaee yacTeiMu 1
TOCTOSTHHBIMY KAUHUYECKUMU IPOSIBACHUSIMU OBIAT
PenuAMBUPYIOlINE HOCOBbIe KPOBOTEUEHNS, TEMOP-
paruyeckmi KOKHBIM CUHAPOM B BHAE 3KXUMO3O0B,
reMaToOM U IleTeXUaAbHOM ChIIIN, MaTOYHbIE KPOBOTE-
yeHUs Ha (pOHe MeHCTPpyalluu, KpOBOTEeUEeHUSs [IOCAE
TPaBMaTHUYECKUX 3MHU30A0B, 3KCTPAKIIUU U CMEHBI
3y0O0B, IepBUYHBIE IIOCAECOIIePAllMOHHBIE KDOBOTEUE-
HUA. Y BCeX 00CAeAOBaAHHBIX AETEU C IIPOSIBACHUSIMU
ACT cpeayr TpoYmMX BBIIBAEHHBIX CABUTOB B CUCTEME
reMoCTa3a AOMUHHUPOBAAU COYeTaHHbIE HAPYIIeHUs
B CHCTeMe remMocTasa. [lanmeHThl ObIAU Pa3AeAeHbI
Ha TPU I'PYHIBI IO IPEBAAMPYIOUIMM HapYyIIeHUSIM
B reMocTasuorpammMe. I'lepBas rpymnna — 3TO AETH C
reMOpparn4eCcKUMHU IIPOIBAECHUSIMU PA3AUYHOM AO-
KaAW3aluy ¥ Pa3AMYHOU CTENeHbIO BEIPa’KEeHHOCTH
KaK CAEACTBHE MMEIOUINXCS HapyLUIeHUU IpeuMy-
1IeCTBEHHO B KOAryAdIIMOHHOM 3BeHe remMocTasa u
KOHEYHOM 3Talle CBePThIBaHUS, BTOpas — OOABHBIE C
reMopparm4ecKuM CUHAPOMOM Ha (pOHe HapylleHUs
TPOMOOLIMTAPHOT'O reMOCTa3a, TPeThsI — IaIJUeHTHI C
TpoMOOTreHHBIMH BapuaHTamMu [MA,.

CHU>XeHHUe aKTUBHOCTU U/UAU COAEPKAHUSI
VWF y 15 peteti BoigBaeHo [KC,y 13 — A1,y 23 —
A2.Y 26 naniueHTOB AUAaTHOCTUPOBAH YMEPEHHBIN
pAecpunur vVWFE B mra3zmMe KpoBU C OAHOBPEMEHHBIM
HapylleHueM IIpoliecca IoAuMepHu3anuu GuopuH-
MoHOMepoB. boae3nb BuareOpanpa BeicTaBAeHa 20
AETSAM. Y 4aCTH allueHTOoB (B 59,8 % caydaes oT oO11ie-
o KOAMYEeCTBa IaTOAOTMU I'eMOoCTa3a C HapylleHueM
VWF) AooKyMeHTHpOBaH CUHAPOM BuarebGpaHpa aa3-
MEHHOTO THUIIa, XapaKTePU30BaBIINICSI YMePEeHHBIM
cHm>keHneM aktuBHocTU VWF (B ipeaperax 25— 52 %
OT HOPMBI), TPOMOOIIUTOIIaTHEN C HapyIlIIeHUeM arpe-
ranyuy NpeuMylleCTBEHHO Ha pucToMuniuH. ¥ 19,7 %
AETel BCTpedaAacss CUHAPOM Buanre6GpaHpa TpoMO6O-

LUTAPHOIO THIA, IPU KOTOPOM TPOMOOIIUTOIIATUS C
BbIpa’kKeHHOM THItoarperamnyuei Ha pUCTOMUIIMH IIPO-
TeKaAa Ha (poHe HOPMAAbHOU UAM CyOHOPMAAbHOU
akTuBHOCTH VWF.

Cpeapu IALIMEHTOB C BPOJKAEHHBIMU KOAryAo-
NaTUSAMH, IPOTEKAIUIMMUA B paMKax MA, Auarsos
reMo@UAUSA BBICTaBAEH 13 MaabuMKaM, KOTOPHIE
WMEeAM B COBOKYIITHOCTU C OCHOBHBIMU HapyLIeHU-
SIMU KOAryASdIIMOHHOTO 3BeHAa reMOCTa3a Hapylle-
HUSA arperanuy U aaAre3uu TpoMOOIIUTOB, AepuuT
dakTopa BuareOpaHpa, Te UAM UHBIE HapyIIeHUS
KOHEYHOTO 3Tala cBepThiBaHusA. ¥ 79 peteit ¢ TMA,
KAMHHUYECKU M Aa00PATOPHO OBIAM AMArHOCTUPO-
BaHBI CAEAYIOIINE KOAT'yAOIIATUH: M30AUPOBAHHBIN
pedunuT aktTuBHoCcTU (AA) ¢. IX pasamunHo cTe-
neHu Ts>kecTu (0T 30 Ao 65 %) BEIIBAEH Y 18 peTels,
AAD. XTI —y 14, AAd. X — y6; AA . XIII — y 6;
AA d. VIII —y3 AAD.V —yv3 AAD. VII —y 1
namyeHTa. B HallleM UCCAeAOBAHUU IIPOBEAEH aHa-
AM3 pacrpepeAeHus: coueTaHHBIX pAecpunutoB (CA)
dakTopoB. CA aKTUBHOCTH ABYX (PpakTopoB ¢. VIII
u . IX BeigBAeH y 14 GoabHEBIX; . [X 1 VWF — vy
5 . VIIu vWF — v 2; . IX u . XII — y 2; .
VIIIu . XI-y 1, CA d. Vu d. VIII, nporekaromui
OeccUMITOMHO, OOHapyXeH y 1 pebenka. CA Tpex
dakTopos: d. VIII, d. IXuvWF — y 8 nanmeHTOB; d.
VIIL . IXud. XI —y4; . VIIL, p. IXu . XII —y
3. IX, . XITud. XII —y1;P. IX, vWF u . XII —
y 1 o6caepoBanHoOro0. CA deThIipex (hakTopoB: . IX,
d. XI, . XITu ¢. XIII — y 4 petelr; . VIII, d. IX, d.
XIIuvWF —y 1; . VI, d. X, . XIu d. XII — y 1
ooabHoOro. CA msatu paktopos: . VIII, . IX, vWF,
d. XIu ¢. XII — y 3 nanuenTos; ¢. V, d. VIL, d. IX,
VWF u . XIII — y 2 apereii. Bcero CA, dakTopos
CBepTHIBaHUS OOHapy>keH y 53 petert ¢ TMA,. B an-
TepaType AQHHBIE O IPOIleHTHOM cooTHoueHuu CA,
(PaKTOPOB CBEPTHEIBAHUS He BCTPEUaroTCd. TaKeCcTb
reMOpparuvyeckoro CMHAPOMA Y AQHHBIX OOABHBIX He
BCErAa KOppPeAupoBaAd C aKTUBHOCTBIO (PAKTOPOB
B KPOBU. B OCHOBHOM KAMHHYECKUE IIPOSABAEHUSA
B IIpeAOIepallMOHHOM II€ePUOAE BO3HUKAAU NIPU
OCTATOUYHOU aKTUBHOCTU (pakTOopoB MeHee 30 %, HO
HepPeAKO OTMEeYaAuCh MUHUMAaAbHBIE IIPOSIBACHUSI Y
reTepO3UTOTHBIX HOCUTEAEH C aKTUBHOCTBIO (paKTO-
poB MexAy 50 u 70 %. CAOKHO CKa3aTh, K KAKOMY
KOHKPETHO TUIy OTHOCATCS HapyIIeHUs B reMOoCTa3e
B BUAE AeduUnuTa PAaKTOPOB CBEPTHIBAHMSA, HE UC-
KAIOYE€HO HaAW4Me IPUOOpeTeHHBIX Clleu(puIeCKUX
UHTUOUTOPOB Ha (DOHe IIepeHeCeHHBIX NH(EeKIu,
IpreMa AeKapCTBEHHBIX IIpenapaToB AMOO UX I10-
sIBA€HUS 0e3 IBHBIX IPOBOLUPYIOIIUX BO3AECHCTBUN.

Hapy1ienrne KOHeUHOro 3Tala CBePTHIBAHUS BbI-
SIBA€HO y 47 peTeH, 4TO ABASETCSA AOCTATOYHO YaCThIM
nposBrenueM cunppoma ACT, kak pAuddepennypo-
BAHHOU, TaK U HepAu(ppepeHIupoBaHHOU. AMarHo3
auchubprnorenemuu (ADI) Kak HapylleHNs KOHeY-
HOTO 39Talla CBEPTHIBAHUSA KPOBU OBIA BEICTaBAEH 31
nanueHTy. BeposTHo, Beicokast yactoTa ADIy Hammx
MaIUeHTOB CBA3aHa CO 3HAUNUTEABHOM! PACIIPOCTPAHEeH-
HOCTBIO CHHAPOMa M\ KaK B POCCUMCKOU IIOMIYASAIAH,
TaK U CpeAU AETCKOTI'O HaceAaeHHUs 3amnapHou u Boc-
ToyHOU Cubupu.
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KoMOuHUpOBaHHBIE Ae(DeKTh TPOMOOLUTAPHBIX
AUCHYHKITUN AOMUHUPOBAAM BO BCeX I'PYIIax U 3a-
KAIOYAAUCH B CYIIeCTBEHHOM CHMJKEHUM arperamu-
OHHOM (DYHKIIUU TPOMOOIIMTOB IIPAKTUYECKU Ha BCe
HCIOAB3yeMble B CTAHAAPTHBIX Pa3BeACHUAX (PU3UO0-
AOTHYECKHEe UHAYKTOPHI arperanuu. BrisiBaeHa (He
OIUCHIBAEMasi B AUTEPAType) 3aKOHOMEPHOCTD: Yallle
3aperucTpUpoOBaHO coueTaHUe HapylIeHUMN arpera-
UMY 110 THILy I'HIOArperanuu ¢ TpeMsl U YeThIpbMS
WHAYKTOPaMU, IO TUITY THIleparperamuu ¢ AByMs U
TpeMsI THAYKTOpaMu. Peske nMeaa MeCTO apIiuaAbHas
(M30oAMpOBaHHAs) TUIIOArperarus, BLIIBAsSIEMasl IpU
HUCIOAB30BAHUU AUIIL | MHAYKTOPA arperamnuu.

TpomboTrueckmii BapuanT cuHapoma 'MA, acco-
LUUPOBAACS C TPOMOOILIUTO30M, HAPYLIEHUEM TPOM-
OoLUTapHOTO reMocTasa [0 TUIy I'uileparperanuu
TPOMOOITUTOB (24 pebeHKa), TuIIeproMolucTenHeMuen
Ha (pOHe reHeTUYeCKUU MyTalui (poAaTHOTO OOMEHa,
anomanuen AeripeHa (1), BLICOKUM YPOBHEM aKTUBHO-
ctu . VIII u vWF (10), pedpuriurom nipotentos C (8)
u S (7), aedpunimrom aktuBHocTu ATIII (8), runepdu-
OpuHOTeHeMuel, CHUKeHreM akTuBHocTHU ¢. XII (23);
runiepdudbpureHemuei (8). Ard KrnaccuUKaIuu TpOM-
OorANYeCcKUX HapylleHu# y Bcex nanueHTos ['KC
u Al mpoBepAeHO MCCAeAOBaHNE KPOBU Ha HaAWuHue
reHeTHYeCKUX MapKepoB PUCKa Pa3BUTHUS HapyIIeHUH
B PeryAdaluy aKTUBHOCTU CBEPTHIBAIOIIEN CUCTEMBI
KpoBHU. [OMO3UTOTHEIE MyTaIlUU IPOTPOMONHA U MH-
rubUTOpa aKTUBATOPa IIAA3MUHOT€HA BBHISIBACHEL y 4
petelt 'KC ny 6 'Al; roMO3UroTHBIE MyTalluM F€eHOB
doratHoro nukra — y9BI'KCuy8BI'Al; romo3uror-
Hble U reTepPO3UTrOTHBIe MyTallUU B FeHaX TPOMOOII-
TapHOT'O TAUKOIIPOTENHA, UHTErprHa arbda-2, TpoMO0-
IUTapHOTO pelentopa GuOpUHOreHa, reHa 0eTa-1elnu
(UOPUHOreHa, reHa KOAryAsiiuoHHOro gakropa V
— y 15BI'KC ny 14 nantuenTos B '’Al. AanHOe reHe-
THYeCKOe UCCAEAOBAHUE y AeTel ¢ XUPYPIuueCKOu
natororuveit u 'MA B mpeponepaliioHHOM IIepUoAEe
(IIo pe3yAbTaTaM U3y4eHUs AUTEPATypPhl) IPOBEAEHO
Brepsble. Cpeau nanuentoB ['KC manudgecrtanus 3a-
OoAeBaHUS B BUAe TPOMOO30B 3apEeruCTPUPOBAHA Y
7.9 % peTell ¢ TPOMOO(PUANYECKUMHU HAaPYLIEHUSIMHU.
AeOroT TpoM0O03a Y 3TUX OOABHBIX IIPUXOAUACS B OC-
HOBHOM Ha BO3pacT A0 1 ropa.

Bcem persam I'KC u Al npoBepeHO XUpyprude-
CKoe AeueHMe. BOABIIMHCTBO OIlepaTUBHLIX BMellla-
TEeABCTB Y AeTel OOOUX IPYIIl — 3TO Ollepalluu Ha
opraHax MOUYEIIOAOBOM CHCTEMBI U OPTOIeANYEeCKUe
omepanuu, 4To cocrtaBunro 24 pedbenka 'KC u 27
peteyt 'Al. Tlpu cpaBHeHUU I'PYII IO KPUTEPHIO
ManHa — YUTHH: IO KOAUYECTBY ollepauuu y 1 pe-
Oenka (p = 0,92544), o kpurepuio Koamoroposa
— CwmupHosa (p > 0,1). Aetu c 'MA, uMeroniue Kak
AACT, tak u HACT, B TeueHUe )KU3HU BBIHYKAEHBI
HEOAHOKPATHO IIOABEPTraThCsa OllePAaTUBHBIM BMellla-
TeAbcTBaM. boaee opAHOM onlepaliuy B TeueHUe JKU3HU
nepenecau 22 60apHBIX [KC 1 20 60abHBIX ['\1, Goree
2 onepaTUBHLIX BMemaTeAbCcTB — 12 peTett [TKC u 14
aeteit [Al. Boaee 3 omepanuil mpoBepeHO 6 AeTaM
T’KCu8 — AL

IMTpoBepeH KOMIIAEKC Ae4eOHBIX MEPOLIPUSATUM AT
KOPPEKIIUN reMOCTaTUUeCKUX HapyLUIeHUH y AeTel

'\l B Ipea-, UHTPA- U IIOCACONIEPATUOHHBIN II€PUO-
ABL. AAST ONITUMHU3ALUU MEAUKAMEHTO3HOM Tepaluu
(MT) mHapyuleHUN CBePTHIBAHUSA KPOBU Y OOABHBIX
c 'MA, npuMmeHsiAca pa3pabOTaHHLINM aATOPUTM, B
KOTOPOM YUYUTBIBAACS @HAMHe3 3a00Ae€BaHUSA, TUI
KPOBOTOYMBOCTH ANO0 3IIU30ALI TPOMOOOOPa30BaHUs,
a TakK’Ke XapaKTep AMarHOCTMPOBAHHBIX CABUTOB B
AabopaTOPHBIX IOKA3aTeAsIX (TUIlep-, Fuioarperarus
TPOMOOIIUTOB, T'UIIO-, TUIIEPKOATyAILIUA, AUCPUOPU-
HOTeHeMUsl, TPOMOMHEeMUsI), YUUTHEIBaAaCh COBMe-
CTUMOCTD IIPEIapaToB AAS KOPPEKLUU HapylIeHUH
reMocTas’a C AeKapCTBEHHLIMU CPEACTBAMU AAS
0a3UCHOTO U OCHOBHOT'O HApK03ad, AHTUOUOTUKOTE-
panuel, 4acTo He0OOXOAMMOU B IIOCAEOIIEPALIMOHHOM
IIepuoAe, IpenapaTtaMi CUHAPOMAAbHOM Tepaluny, a
TaK’Ke B3aUMOAEHUCTBUE IPeapaToB AAS KOPPEKIIUU
HapYLIEHUMN CUCTEeMBI CBEPTHIBAHUSA MeKAY COOOM.
MT reMocTa3zMOAOTHYECKMX HApyILIEeHUMN BKAIOYAAA
reMoCTaTu4eCKue CPEACTBa BIIAOTE A0 TpaHCHY3UHU
CBE’Ke3aMOPO’KEeHHOM IIAa3Mbl, aHTUTeMOMUABLHOTO
&. VIII, anarorn BaszonpeccruHa, npenaparsl ¢. VIII
/ VWF, npenapata ¢. IX, akruBuposanHoro ¢. VlIla
(HoBoCeBeH), npu TPOMOOTeHHBIX HAPYILIEHUSAX —
Ae3arperanThl, IIpernapaTbl HUKOTUHOBOU KUCAOTHI,
CTAaHAAQPTHBIN rellapuH, HU3KOMOAEKYASIPHBIE refapu-
HBI, IIpeliapaThl, yAYUIIaoue BeHO3HLIM KPOBOTOK,
IpsIMble aHTUTPOMOUHBI, KOHLIEHTPAThl aHTUKOAr'y-
ASIHTOB, TPOMOOAUTHYECKHE IIpellapaThl, CPEACTBa,
KOHTPOAUPYIOIIYE YPOBEHb TOMOLIMCTEUHA.

[Tpu omenke 3pPeKTUBHOCTU pa3pabOTaHHBIX
KOMIIAEKCHBIX Ae4eOHBIX MEPONPUATUN AAS KOP-
peKnuu HapylleHUd reMocTasa C IjeAblo ofecrede-
HUS COIIOCTAaBUMOCTU M CPABHUMOCTU PE3YAbBTATOB
AedeHUd crTaTuctuueckul aHaaus3 B 'KC u I'Al
IIPOBOAMAM IIO CAEAYIOLIUM HO30AOIHYeCKUM (HOpP-
MaM — AAUTEABHOCTH OII€PaTHUBHOTIO BMeIlaTeAb-
CTBa, 00beM MHTPAOIEePAlMOHHOU KPOBOIOTEPH.
B kauecTBe OCAOKHEHUH IIOCAEOIEPaluOHHOIO
IIepuojpa paccMaTpUBaAMCh: TeMOpparuueckue,
CBsSI3aHHBIE C HApPYILIEHUSIMU B CUCTeMe IreMOCTa3a;
TPOMOOTHYECKVE OCAOKHEHHUS KakK B paHHEM, TaK U
B II03AHEM IIOCAEOIIePAIMOHHBIX II€PHUOAAX; TSIJKECTh
aHeMUYeCKOI'0 CUHAPOMAa BCAEACTBUE UHTpaA- U
IIOCA€ONepalluOHHON KPOBOIOTEPHU; CTelleHb U
HaAW4YMe TUIONPOTEeNHEMUN Ha POHE aHEMUUECKOT'O
CHUHAPOMa; UH(EKIMOHHEIE OCAOKHEHUSI.

AAUTEABHOCTDH OIlePATUBHBIX BMeIIaTEeALCTB B
I'KC u I'Al omenuBarach o KpuTepuio MaHHa —
Yutruu (p = 0,000138), no kpurepuio Koamoroposa
— CwMmupHoBa (p > 0,005). BrissBAeHO cOKpallleHUe B
'\l KoAnmyecTBa onepanui AAUTEABHOCTBIO 3 4aca
u 6oree — y 43,4 % peTell U, HAIPOTUB, YBEAUUEHHE
KOAWMYECTBa OllepaTUBHBIX BMEIIaTeALCTB AAUTEABHO-
CTBIO MeHee 3 4acoB — y 56,6 % mamueHTOoB.

CTaTuCTUYECKU UHTPA- U IIOCA€OIepallMOHHBIN
00'beMBbl KDOBOIIOTEPH B IpyNIlax OLeHUBAAUCH
o Kputeputo Manna — YutHu (p = 0,00001), o
kpurtepuio Koamoroposa — Cmupnosa (p > 0,001).
CpaBHUTEABHBIM CTaTUCTUYECKUM aHAAN3 IIPOBOAUACS
1o rouHomy kpureputo QOuittepa (p = 0,0013). Takum
0o0pa3oM, AOKa3aHO, 4TO 00'beM MHTpAOINepanuoH-
HOM KPOBOIIOTEPU AOCTOBEPHO MEeHBIIe Yy AeTeil
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I'Al, moayuaBmnx MT HapymeHuil remocrasa. Co-
OTBETCTBYIOIIME Aa@HHLIE IPU CTAaTUCTUUYECKOH
00paboTKe MOAYUYEHEl 10 00beMy KPOBOIOTEPH
B paHHEM IIOCAEOIlepalMoOHHOM Ilepuope. AAs
OOABIIEN yOeAUTEABHOCTU IOBEAEH CTAaTUCTUYECKUM
aHaAM3 10 TouHOMY KpuTepuio Duiiiepa 1o 4acToTe
BO3HUKHOBEHUS U 00beMy KPOBOIIOTEPHU U3 PA3HEBIX
HCTOYHUKOB KPOBOTEUEHUSI KaK B paHHEM, TaK U B
TO3AHEM ITOCAEOIePAMOHHBIX IIEPUOAAX: M3 LIBOB,
paHbl, ApeHa’)kel, HOCOTAOTOYHOE KPOBOTeUeHUe
(p = 0,0028). CraTuCcTHYeCKU AOKa3aHO pe3Koe
COKpallleHle KOANYeCTBa KPOBOTEUEHUY, a TaKXKe
COKpallleHre 00beMa KPOBOIIOTEPH y IAIIUEHTOB C
I'MATAL B paHHeM U TO3AHEM IOCAEOIIEPAIIMOHHBIX
IepUoAAX.

CraTHcTHUecKas OolleHKa aHeMHUUYeCKOTo CUH-
APOMa B paHHEM IIOCAEOIlepallMOHHOM IIepuoAe
IIPOBOAUMAACH IO KpuUTepuio ManHa — YUTHH
(p = 0,0000001), mo kpuTteputo Koamoroposa —
CmupHoBa (p > 0,001). CpaBHeHUEe IO TOYHOMY
kputepuio Duirepa MocToneparuoOHHBIX TIKEABIX
anemuti — p = 0,0013. AokazaHo, YTO TpU KOPPEKIU-
OHHOM TePAIMU reMOCTa3MOAOTMYECKUX HaPyIIeHUIA
B Pa3sAUUYHLIX 3BEHbLSIX 'eMOCTa3a B IIpeA-, MHTpa- U
TIOCAEOIIePAIlMOHHBIX IIEPHUOAAX IPOILEHT TaKOI'o OC-
AOJKHEHUS, KaK aHeMUsI CpepAHeN U TSOKeAOU CTelleHH,
a CAeAOBaTEeAbHO U TUIIONPOTEeNHEMUHU Ha (pOHe aHe-
MHYeCKOTO CUHAPOMA, KpaiiHe HHU30K.

CpaBHeHUe 110 BO3HUKHOBEHHMIO TPOMOOTHUYECKUX
OCAO>KHEHMH B IIOCAECOIIEPAIIMOHHOM ITIEPHOAE IT0 TOU-
"HoMy Kputepuio Ourmepa p = 0,2067. CpaBHeHUE 11O
OTCPOYEHHO AMAHOCTUPOBAHHLIM TPOMOOTHUYECKUM
OCAOJKHEHHSIM B IIO3AHEM IIOCAEOINEepPAalluOHHOM
nepuoAe o TOYHOMY KpuTepuio dumiepa —
p = 0,2436. AokazaHa KAUHUYeCKas 3(pPeKTUBHOCTD
MeAUKaAaMeHTO3HOM KOppeKIUU HapylleHUHN
CBepTEIBaeMOCTH y peTerd ¢ 'MA B pasanyHBIX
OllepallMOHHLBIX IIePHUOAAX, KOTOPAas MPOSIBASIETCS
B IPAKTUYECKOM OTCYTCTBUM TPOMOOTHUUYECKUX
OCAO’KHEHUM Ha PoHe KOPPEKIIMOHHOU Tepalnu.

[MTpu cpaBHEHUM 110 KPUTEPUIO XU-KBaAPaT C II0-
mpaBKoii Merca 110 BO3HUKHOBEHHIO NH(DEKITHOHHBIX
OCAOXKHEHUU B ITocAeolepanonHom — p = 0,0001.
Takke MpOBeAEHO CpaBHeHUE IO OAHOMY U3
UHPEKIUOHHBIX OCAOKHEHUM — HATHOEHUIO U
PaCXO’KAECHUIO IIIBOB B IIOCAEOIIEPAIIHOHHOM IIEPHOAE
— 1o TouHoMy kputeputo Oumepa p = 0,1187.

KpuTrepueM omjeHKM 3KOHOMHUYECKOMN apdek-
TUBHOCTU BLISIBACHUS, 0OCAEAOBAHUS ACTEM, UMeIO-
mux XIT u 'MA, HazHaueHUsa UM KOPPEKIIUOHHOU
Tepaluu HapylLIeHUHN reMocTasa B IPeA-, UHTpa- U
TIOCAEOIIEePAIMOHHBIX IIEPHUOAAX SIBUAACE ITPOAONKU-
TEABHOCTh KOWKO-AHS. HOpMaTUBBI AAMTEABHOCTH
KOMKO-AHSI COOTBETCTBOBAAU XapaKTepy IaTOAOTUHU
U TSIJKECTU COCTOSTHUS IPOAeUeHHBIX AeTel. CTaTu-
CTHUYECKU ITPOAOAKUTEABHOCTE KOMKO-AHS OIleHUBa-
Aachk 1o Kputepuio Mansaa — Yutau (p = 0,00001), o
kputeputo Koamoroposa — Cmupnosa (p > 0,001).
[TpoBepeHHOE CTAaTUCTUYECKOE UCCAEAOBAHUE IO
MIPOAOAKUTEABHOCTH CTAIlMOHAPHOTO A€UYEeHUS
NManUeHTOB, uMermux couetannyro XI1T u I'MA,
BBIIBUAO CTATHUCTHUUECKU 3HAUUMOE CHUYKeHHe

AAATEABHOCTH KOMKO-AHA Y AeTeli Al 1o cpaBHEHHIO
cI'KC.

BbIBOAbl

1. Cuctremuas M/ kKak pOHOBasI TaTOAOTUS IPU
PEeLUAUBUPYIOLINX HaPYIIeHUAX CBEPTHIBAHUS KPOBU
4acTo perucrpupyetcd y petelt ¢ XI1 u nposgasagercsa
Kak An(ppepeHITnPOBAHHEIMY, TaK U HepAU((hepeHIIn-
POBaHHBEIMU (HOPMaMU.

2. Ha sTame nepBUYHON AMATHOCTUKH, TO €CTh
MIPY UCIOAB30BAaHUU «CTAaHAAPTHOTO» Habopa KO-
aryAOAOTHMYECKUX TeCTOB, TeMOCTa3UOAOTUYECKUEe
HapylleHud, Takue, Kak AUCHYHKIUSA TPOMOOIIUTOB
COBMECTHO C IaTOAOTHEN KOHEUHOTO 3Talla CBEPTHI-
BaHU$, a TaK>Xe TPOMOO(MUANUYECKHEe HapYIIeHU,
3a4acTylo He OOHApPy’KUBAIOTCAd U He BepUdUIU-
pyroTc4.

3. T'lpu nccaepoBaHMY KPOBb HA HAAWUUE TeHEeTH-
YeCKUX MapKepoOB PHUCKa Pa3BUTHS HapylLIeHUN B pe-
TYASIIMY aKTUBHOCTH CBEPTHIBAIOIIEN CUCTEMBI KDOBU
(reHeTUYECKUX TTOAUMOP(PU3MOB U «HEUTPAALHBIX»
MyTalui) y AeTel, UMeBIINX TpoMOoduinueckue
HapyIleH!s B ITeMOCTa3uoIpaMMe, BBIIBASIOTCSI TOMO-
3UTOTHBIE U reTePO3UTOTHBIE MyTallul FeHeTUYeCKUX
TOAUMOP(PU3MOB.

4. TlanueHTHl C TETEPO3UTOTHLIMU (pOpMaMu
MyTallui HY>KAQIOTCS B IPO(PUAAKTHUUECKON aHTU-
TPOMOOTUYECKON TepalnM, €CAU IIPeAIOoAaraeTCs
BO3AENCTBUE HAa HUX TeX UAM MHBIX 3apaHee U3-
BECTHBIX (DAKTOPOB PUCKA, TAKMX, KaK IIPOAONIKU-
TEABHOCTB OIIEPATUBHOI'O BMelllaTeAbCTBA OOAee 45
MUHYT, XUPyPrUuecKue ollepalluiy BELICOKOT'O PUCKQ,
AQHUpyeMad KaTeTepu3allusd IJeHTPAAbHBIX BEH
U AAUTEABHOE CTOSHHE IIeHTPAaAbHOI'O BEHO3HOTO
KaTeTepa, HeOOXOAUMOCTb AAUTEABHOU MMMOOU-
AM3aIUU, AeUeHUe TOPMOHAABHBIMU IIpeliapaTamMy,
a Tak>ke AOOINepalMOHHAsA OCTpas UAM AOKAAbHAA
HHPEKIUA.
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