CKPBITBIE HAPYIIEHUS B CUCTEME 'EMOCTA3A KAK ITIPUYNHA IOBEHUJIBHBIX
MATOYHBIX KPOBOTEUEHUMI Y JJEBOYEK-IIOJPOCTKOB

JI. @. Mooceiixo, U.A. I'yzeu

benopyccxuii 2ocyoapcmeenuviil MeOuyurCcKull yHugepcumem

B nocnennne necsaTuieTHs B CBSI3U ¢ HEOIATONPHUATHBIME AeMOTpapUIEeCKIMH TIPOIIECCAMU PE3KO
BO3pOCiia 3HAYMMOCTh MPOOIIEMBI OXPaHBI PETPOAYKTUBHOTO 37I0POBbS AETEH U ITOIPOCTKOB, TPOPIIAKTHKA
U JICYCHUS THHEKOJIOTMYECKHUX 3a00JieBaHWN B JIETCKOM BO3pacTe. B CTpyKType TMHEKOIOTHYECKOH
3a00JIeBaEMOCTH B MyOEpPTaTHBIM TEPHOJ FOBEHWIbHBIE MAaTOYHBIC KPOBOTEUCHHUSI 3aHUMAIOT BEAyllee
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MECTO M COCTABIISIIOT, IO JaHHBIM Pa3HBIX aBTOPOB, 0T 8% 110 37% (bornanosa B. @., 1996, I'ypkun FO.A.,
2009). Bompock! jeueHuss U peabUIUTAIliN MMAllHeHTOK ¢ IOBEHWJILHBIMH MaTOYHBIMHA KPOBOTCUCHUSIMH
BEChMa aKTyaJbHbBI, TaK KaK PElUIUBBI 3a00J€BaHUs YXyAIIAIOT MPOTHO3 B OTHOIICHHH T€HEPaTUBHON
(YHKIMH, YTO SIBJISETCS] COLUAIBHO U SKOHOMUYECKU 3HAYMMOM MpoOIeMOH.

Less uceaenoBanus: pa3padoTarh KPUTEPHUH, TIO3BOJISIONINE BBIACIUTh B OTACIBHYIO TPYIIy Ta-
nueHtok ¢ MK, nmeromux CKphIThle HapyIICHUS B CUCTEME I'eéMOCTa3a HY>KAAIOLINXCSA B 3aMECTUTEIIb-
HOW Tepaniu KOHIIEHTPATOM ()aKTOPOB CBEPTHIBAHUS KPOBHU B cliydae He 3(h(heKTHBHOI Tepanuu S3CTpOreH-
COZIEPIKAIUMH CPEACTBAMH.

Marepuananl u MetToabl. O0cnenoBano 126 namueHToK B Bo3pacte 12—18 ner, oOpaTHBIIUXCS B
I'Y PHIILIJOT 3a mepuox 2010-2012 rr. Kpurepuu BKITIOUCHHS B UCCIICIOBAHNE: JUTHTEIbHEIC (Ooee 7
nHel) U oOwibHBIe MecsiuHble (Oomee 80 MIT), peIUANBUPYIOIINE IOBEHIIIBHBIE MAaTOYHbBIE KPOBOTECUCHUS
(FOMK), orcyTcTBHE 3(pdeKTa OT MPOBOTUMON CHUMIITOMATHICCKOW M TOPMOHAIILHON TEeparuu 1Mo ycTpa-
HEHUIO TumeprnoiuMeHoper. Hannume onHOro 3 nepednciaeHHbIX MPU3HAKOB, 3apErUCTPUPOBAHHOTO Ha
MIPOTsDKEHUH 12 Mecsties, mpeamecToBaBimx oopamenuio B I'YPHIILJIOT, onpenemnsito moka3zaHus Iis
BKJTIOUEHHS B MCCIICAOBAHNE, OLIEHKH KOATYIISIIHOHHOTO cTaryca U ropMoHaibHOTO oHa Ha 3—5 u 20-21
JIeHb MEHCTpyanbHOTO TTKIa. Cpenn 126 00cCiemoBaHHBIX TEBOYCK-TIOAPOCTKOB JIeTKast (hopma Ooe3HH
Bunnebpanga [ tuna Beisinena y 3, nerkas gopma 6onesnn Bunnedpanga Il tuna — 3, npruoOpereHHbIi
cunnpom BuneOpanna — 1, Tsoxensiii gepunut daxropa VII ¢ 6azoBeiM ypoBaeM 1,5% — 1, runodu-
OpuHoreHemusi ¢ 6a3oBbIM ypoBHeM ¢uoprHorena 0,3 r/n — 1 nmauuentka. Y 117 nauueHTox 6€3 BpOXK-
JCHHBIX HapyLIEeHUH CBEPThIBAaHMS KPOBU YpOBEeHb (hakTopa BuieOpanzna u ero akTMBHOCTH IPEBbIIIA-
1 30%, 4TO MO3BOJIMIIO TIPU NIepBUYHOM oOpamieHnn paccmatpuBate KOMK B aHamHese, BEIpaKeHHOE B
Pa3IMYHON CTENEHH, KaK MPOsIBJICHNE AUC(HYHKIMOHAILHOIO MaTOYHOTO KPOBOTEUEHUs. [\TUTEIbHbIE HO-
COBBIC KPOBOTCUCHUS U IKXMMO3bl B aHAMHE3€ UMEJIU 3 MalMeHTKH U3 6 ¢ Oose3nbio BuiuieOpana, 1 na-
LIMEHTKA ¢ IPUOOPETEHHBIM cHHApOMOoM Buedpanna, ahudpruHoreHemuelr —1, THITONPOKOHBEPTHHEMHU-
et —1. Cpean 117 neBoUEK-TIOAPOCTKOB C YPOBHEM aKTUBHOCTH (hakTopa Bunedpanna 6onee 30% HocoO-
BbIe KPOBOTE€UCHHS B aHaMHe3e uMenn 15. KoHTponbHYyI0 Tpyniy cocTaBmiIn 18 coMaTuyecku 3710pOBBIX
JIeBOUCK-TTOIPOCTKOB aHAJIOTMYHOTO BO3pacTta, 0e3 MpOABICHUI THIIEPIIOIMMEHOPEN CO CIIOB POJHUTEINEH,
Y He IPUHUMABIINX 3CTPOTEH-COJEPKAIINX MTpernaparoB. M3 HUX 1BOe OTMEUATH HOCOBBIE KPOBOTEUCHHS,
MEPUOANYECKH BO3HUKABIINE U CAMOCTOSATEIIFHO PEKPALIABIINECS B TEUCHUE 5 MUHYT.

HccnenoBanne cBepThIBaHMUS KPOBH BKJIIOYAIO: PETUCTPALNIO XPOHOMETPHUECKHUX U CTPYKTYPHBIX
nokasareneil aBromarndeckumu koaryinomerpamu ACL-200 u ACL-9000 (Instrumentation Laboratory)
C MCIOJIB30BaHUEM JIUarHOCTHUECKUX HabopoB ¢upmbl IL. OnHoCTaAMAHBIM KIOTTHHIOBBIM METOIOM Y
BCEX MALMEHTOB PErUCTPUPOBAIU akTUBHOCTH GakropoB VIII u IX, a mpu HeoOxoAMMOCTH YTOUHEHHMS AU~
artosa onpezessin aktuBHOCTh (aktopos 11, V, VII, X, XI, XII, XIII. PeructpupoBanu ypoBeHb Oe€Jika,
oOnazaroniero ceoiictBamu antureHa akropa BunneOpanna (Ag vWF), u pucroneTHH-Ko(paKkTOpHYIO aK-
TUBHOCTbH ((DyHKI[MOHAIBHYIO akKTUBHOCTH) (hakropa Bumieopanga (vVWF:RCo). O6a nokasarens onpeje-
JSUIH TYpOMIUMETPHUYECKUM MeTooM Ha koarynomerpe ACL-9000 (USA) auarnoctunueckuMu Habopa-
mu ¢Gupmbl Instrumentation Laboratory. [Toacuer TpoMOOLUMTOB neprdepudeckoil KpOBU OCYIECTBIISIIN
aBroMarnyeckuM ananuzaropom MICROS-60. UMmyHOpepMEHTHBIM (DOTOXEMUITIOMHUHHACLIEHTHBIM METO-
noM Ha aHanuzarope “Cobas e 4117 ¢pupmbr «Roche Hitachi» ¢ ncrnosb3oBaHreM OpUTHHAIBHBIX PearcH-
TOB OIIPEIEIISUIN COlEPKAHNE IPOreCTEPOHA, TECTOCTEPOHA, (POJUTHKYIO0CTUMYIHPYIOIET0 TOPMOHA, IPO-
JIAKTHHA W KOPTH30J1a. Y BCEX MAlMEHTOK OmMpesesieHa rpymnmna KpoBu. KoiarmaecTBeHHbIE TTOKAa3aTeny OnH-
caTeIbHON CTAaTUCTUKHU MPEICTABIEHBI KaK CPEIHEE U CPEAHEKBAIPaTHYHOE OTKIOHEHHUE. JJ0CTOBEPHOCTh
pa3nnyHs MmoKaszareyiel B cpaBHUBAEMBbIX IpyIax olleHuBau o kputeputo Mann-Whitney Test (U), a muist
MOMIAPHOCBSI3aHHBIX BApUAHT 110 apHOMY KpuTepuio Buikokcona (T).

Pesyabrarel M ux o0cy:xaeHue. [umeprmomnmeHopess B mepBod (ase IMKIa HA MOMEHT
o0clieioBaHusl, CO CIIOB POAMTENICH M MAalMEeHTOK, umena Mecto y 28 u3 126. KpoBoTeueHne oTMedeHO
y 3 m3 6 mammeHTtok ¢ Ooye3Hplo BumneOpanma (ypoBeHb (akrtopa Bummebpamma menee 29%), y 1
MAlMEHTKH ¢ TsoKenbiM nepunutom ¢akropa VI, y 1 neBouku ¢ runopudpunorenemuein. OOMIbHBIE
mecsuable nMenn S noapocTikoB ¢ O (I) u 1 ¢ A (II) rpynmoBo# mpuHAIIEKHOCTHIO M YPOBHEM aKTHBHOCTH
¢axropa Bumnebpanna ot 30 no 40% na done cHMKeHHs coaepkaHus mporectepona 1o 0,77+0,38 ur/
i (p=0,013) u tectocrepona o 0,21+0,17 ur/mn (p=0,002) mo cpaBHEeHHUIO ¢ KOHTpoJeM. JKamoObl Ha
THIIEPIIOIMMEHOPEIO TaK K€ MPeAbsIBIsUIM 17 ManueHTok ¢ ypoBHeM ¢akTopa Bunedpanaa ceoime 40%
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Ha (oHe CHMKEHUs cofepikaHusl mporectepoHa Ao 2,2+1,7 ur/mn (p=0,23) u tecroctepona a0 1,04+1,3
ur/mi (p=0,15) o cpaBHeHuto ¢ kouTposieM 4,1+£2.8 ur/mi u 2,0+0,8 HI/MI, COOTBETCTBEHHO. YPOBEHb
(OITUKYIIOCTUMYIUPYIOIIETO TOPMOHA, TPOJIAKTHHA U KOPTHU30J1a OT KOHTPOJIS He OTIIn4aics. 94 neBouku-
MOApPOCTKa 0e3 TUIEPIOJIMMEHOPE Ha MOMEHT MCCIIC[IOBAHUS UMEIH HE PETYIsipHble U OOWIIbHBIC
MeCsYHBIC B aHaMHe3€ Ha MPOTSDKEHHUH MpeAmecTBoBasiero roaa. [lanuentku (n=94) ¢ FOMK B anamHuese
Ha MOMEHT HMCCJICIOBAHUS HE UMEIU CO CJIOB POAMTENICH MPU3HAKOB THIIEPIIOIUMEHOPEH B MEPBYIO (azy
LUKJIa MPH COMACpKaHUM M akTHBHOCTH (akTopa Buinebpanga 36% wu Oonee. Conepxkanue ¢axropa
BuieOpana, mpencTaBieHHOe Kak MenuaHa, 25 u 75 mepuentwid, s nanuentok ¢ O(l) rpynmoi
kpoBu coctaBuio 78 (50-100)% npu MuHHMansHOM ypoBHE 36%, U MakcUMajbHOM 3HadeHuu 150%.
AxktuBHOCTH (hakTopa BuieOpanaa mis naruentok ¢ O (I) rpynmoii kpoBu coctaBmia 75 (52—102)%
[Py MUHUMAaJILHOM YpoBHE 37%, n MakcuMaiabHOM ypoBHe 155%. Conepikanue dakrtopa BumieOpanna,
npeacTaBieHHoe Juid nanueHTok ¢ A (II) rpynmoit kpoBu cocrasuiio 92 (75-110)% npu MUHMMaIbHOM
ypoBHe 39,5%, a mMakcumanbHOM 3HaueHuU 178%. AKTUBHOCTH (pakTopa BuinieOpanma ajisi marleHToK
¢ A(IT) rpymnmoit xpoBu coctaBmwia 100 (70-120)% npu MuHumansHoM ypoBHE 40%, a MakcHMaiIbHOM
ypoBHe 160%. [{ns manuentok ¢ B(III) u AB(IV) rpynnoit kxpoBu MUHMMaJIbHBINH YPOBEHb COAEpIKaHUS
W aKTUBHOCTH (axrtopa BuineOpania, mpu KOTOpOM Ha MOMEHT HCCIICAOBAHMS Yy MAIMEHTOK HE OBLIO
rUnepnojanuMeHopen npesbicui 50%.

Menopparus 0buta otMedena y 5 narueHTok ¢ O(I) u 1 manuentku ¢ A(Il) rpynmoBoii npuHaiex-
HOCTBIO — y BCEX IIECTH YPOBEHb M/WIJIM aKTUBHOCTH (akropa BuiieOpanaa n3MeHsITUCh B IMAa30He OT
30 10 40%. B cBsi3u CO CHMKEHHBIM YPOBHEM ITPOTeCTEPOHA B MEPBYIO (ha3y IUKIIA MAIUESHTKaM ObLia pe-
KOMEHJIOBaHa 3aMECTHUTEJIbHAS Teparus dCTPOreH-CoIepKallMMH JICKapCTBEHHBIMHU cpeacTBamu. Ha mpo-
TSDKEHHH HECKOJNBKHX MECSIIEB KypCOBOH Teparuu peryssipHble MECSIYHBIE COMPOBOXKIATUCH MEHOPParu-
eil. BoccranoBieHre IMKIIA U CHIKEHNE KPOBOTIOTEPH OBLIIO IOCTUTHYTO TIOCIIE TPUMEHEHHUS JISKapCTBEH-
HBIX CPEJICTB, COIEPIKAIIMX KOHIIEHTpaT (pakropa BuiuieOpana.

[ToryueHHbI€ pe3ynbTaThl MO3BOJSAIOT pacupuTh 10 35% mist nanuentok O (I)-rpymmoBoit npuHaI-
nexxHoCTH 1 10 39% st marmentok ¢ A (1), B (III) u AB (IV) rpynmoBoii mpuHay1eKHOCTBIO, TUarHOCTH-
YeCKHI TUana3oH akTHBHOCTH M cojieprkanus pakropa BuuieOpansa, B ipeenax KOTOpOro ruiepoInmMe-
HOPEI0 MOKHO paccMaTpHBaTh Kak KJIMHUYECKUN MPU3HAK «CKPBITHIX» HAPYIICHUH CBEPTHIBAHHS, CBS3aH-
HBIX ¢ 00J1e3HbI0 BriuieOpania Ha poHe ropMOHATBHOHN TUC(HYHKIIHH.

TakuMm oOpazoM, Kaxxiasi msrTasi JIeBOYKa-NOAPOCTOK B Bo3pacte 12—18 ner ¢ peruauBUpyONIIMU
MaTOYHBIMU KPOBOTEUCHHUSIMH B aHAMHE3€ Ha MOMEHT 00CIIeIOBaHUS B MEPBYIO (ha3y IUKIIA NMea TUIep-
nonmuMeHopero. CHmkeHnue B 3—4 paza ypoBHS IPOreCTEpPOHA 10 CPABHEHUIO ¢ KOHTPOJIEM COTPOBOYXK/Ia-
JI0Ch runeprnoauMeropeeit y 61% moapoCcTKOB, HE UMEBIIUX BPOXKAECHHBIX WM MIPHOOPETEHHBIX HapyIlle-
HUI CBEPTHIBAHUSI KPOBH, UTO yKa3blBacT Ha JUCHYHKIMOHAIBHBIA XapakTep KpoBoTedeHUs. CHUKEHUE
ypoBHs pakropa Bumnedpanna ot 39 10 30% B coueranuu co cHkenneM 1o 0,8+0,4 Hr/mit mporectepoHa
COIPOBOXKIAIIOCH TUTIEpIIONIMMeHOpeeit y 21% MalueHToK, 4To ObUIO PaclieHeHO Kak Juc()yHKINOHATBHOE
KpPOBOTEUEHHE Ha (POHE CKPBITHIX)» HAPYIICHUH CBEPTHIBAHHS KPOBH. Pejkne THITHI HApYIIEHHH CBEPTHI-
BaHUS KPOBH, CTaBIINE MPUYNHON THIIEPIIOINMEHOPEN, 3aperuCcTpUpOBaHbI ipy Oose3uu Bumnedpanna 1
tuna — B 11%, Tsoxensiit nepurmt Gaxropa VII ¢ 6a3oBbiM ypoBHem 1,5% — 1 6onbHas (3,5%), runodu-
OpuHoreHemusi ¢ 6a30BbIM ypoBHeM (hudpunorena 0,3 r/n — 1 manuenTka (3,5%).

HIDDEN DISORDERS IN THE SYSTEM OF HEMOSTASIS AS THE CAUSE
OF THE JUVENILE UTERINE BLEEDING IN ADOLESCENTS

L.F. Mozhejko, 1.A. Guzey

In this article developed criteria to allocate in a separate group of patients with the DMK, with hidden
violations in the system of hemostasis in need of replacement therapy concentrate factors such as blood
clotting in the case of effective therapy of estrogen-containing medicine.

The obtained results allowed to expand to 35% for patients On (I)-group identity and to 39%
for patients with A (II), (III) and AB (IV) group affiliation, the diagnostic range of activity and the content
of the von Willebrand factor, within which hyperpolimenorrhea can be considered as clinical sign of
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«hidden» coagulation disorder, associated with von Willebrand disease against the background of hormonal
dysfunction.
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