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Pesiome. BecbMa akTyaJibHOI TTPOOJIEMOI B ITeUATPUH SIBJISIETCS TTpobJieMa HapyIeHU i GYHKITMOHMPOBAHU S B CUCTEMe TeMOocTa3a,
0COOEHHO B ee TPOTUBOCBEpTHIBawIIei cucteMe. leuiiut pakTopoB cucTeMbl (puOpMHOIM3A U TPOTUBOCBEPTHIBAIOLIEH CUCTEMbI
MOBBIIIAET PUCK Pa3BUTUS TPOMOO30B. Y neTeil Ha (hoHEe XPOHUYECKOM MaTOJIOTMU, C CUHApOMaMu 3a00JieBaHU T HEPBHOM, cepaey-
HO-COCYIMCTOI CUCTEM, a TAKXKE y MAILIMEHTOB C HACAEACTBEHHBIMU T€HETUYECKUMHU 3200JIeBaHUSIMU TIpU HeduinTe GakTopoB
MPOTHUBOCBEPTHIBAIOLIEH CUCTEMBbI (BPOXKIECHHOTO UM MTPUOOPETEHHOTO reHe3a) OTMEYaIoTCs SMTM30bl TPOMOOTUYECKUX COOBITHUIA.
Tpom003 y neTeit ¢ reHeTMYeCK 00yCIOBICHHBIMU TPOMOOMUINSMU Yallle BOSHMKAET ITPU BO3AECUCTBUU TOMIOJIHUTEIbHBIX (PaKTOPOB
pucka. B paHHeM HeoHaTaTbHOM Tieproe Ne(UIIMT aHTUKOATYASTHTHBIX (PaKTOPOB MPOSIBIISIETCS B BUAE (DYTbMUHAHTHOM ITYPITYPHI
C TIOCTIENYIOIIMM Pa3BUTHEM HEKPO30B KOXHU. [eHeTMUecKMii (haKTOp B pa3BUTUU TPOMOOMUINIA TPUBOAUT K HEAOCTATKY MUJIN Ie(PEKTY
($aKTOpPOB CBEPTHIBAHUSI KPOBU, PELIETITOPOB TPOMOOILIUTOB JINOO TIPOSIBIASICTCS B BUIE HACEACTBEHHOM MPeapacioloXXeHHOCTH.
[MpoBoauMBIil B HACTOSIIEe BpeMsI CKpUHMHT CUCTEMBI TeMOCTa3a He 00eCITeYnBacT JOJKHBIM 00pa30M BhISIBJICHUE TIPUYUH TPOM-
603a. PazBuTrie TPOMOOTHUYECKUX OCIOXHEHU Y IeTel SBIsAeTCsS MyJIbTU(GAKTOPUATbHBIM TTATOJIOTUYECKMM COCTOSTHUEM U TPpeOyeT
MYJIBTUAUCIUTILIMHAPHOTO TIOX0/a K TMaTrHOCTUYECKUM U JiedeOHbIM MeponipusiTusiM. [IpobiemMa cBoeBpeMeHHOI TMarHOCTUKK
nedUInTa eCTeCTBEHHBIX aHTMKOATYJITHTOB HOCUT COIlMAaJIbHO 3HAYMMBI XapakTep. B HacTosiiee BpeMs peryJisipHo IiepecMa-
TPUBAIOTCS MEXTYHAPOAHbIE KOHCEHCYChI M HAallMOHAJbHbIE TPOTOKOJIbI JIEUeHU ST U TPOoGUTAKTUKN BEHO3HOTO TPOMOIMOOIM3Ma.
B npencraBieHHOM McclieIOBaHU M TTPOBOIMIACH OLIEHKA CUCTEMbI €CTECTBEHHbBIX aHTUKOATYJISIHTOB Y IETEi ¢ pa3JIMYHOM MaTOJIOI M-
eil. B ucciaenoBaHue ObIIM BKJIIOYEHBI 33 MallMeHTa C MOATBEPKACHHBIMU JUArHO3aMU (KapaAMOBACKYJISIPHAS ITATOJIOTU S, CUHIPOMBbI
3a00JIeBaHU 1 HEPBHOM CUCTEeMBbI, Heau(pGepeHLIMPOBAaHHAS AUCITIAa31 s COeIMHUTEILHOM TKAHU, HACJIeICTBEHHbIi1 MOHOT€HHbI i1
cuHapom). [TonyyeHHBIE pe3yabTaThl CBUAECTEIBCTBYIOT O BLICOKOI YaCTOTE BCTPEYAEMOCTH MOJMMOPGU3MOB B FeHaX KOaryasluu
(y TpeTu neTeit ¢ pa3mIMIHBIMU 3a00JI€BAHUSIMU B MCCIIEIOBAHU M), Y YaCTH IMAIIMEHTOB OINPeNeIcHO CHUKEHME aKTUBHOCTU IIPOTEMHOB
Cu S (ot 12% mo 36%), uTo moaTBEpKAAET HEOOXOAMMOCTD IIPOBEAECHU S IIPEACTaABAEHHO! TUAaTHOCTUKH JJIST IIPOrHO3a COCTOSIHU S
¥ OLIEHKY reMocTasa y JeTei.

Karouesvie cnosa: remoctas, mpoterH C, mpoTenH S, (haKTOpHI, MOJUMOPGU3MBL, TeHBI, (hakTop Buianebpanga, neTv, MyJIbTHUINC-
UTITUHAPHBIIA TTOIXOI.
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Abstract. A significant problem in pediatrics is the hemostasisdysfunction, especially its anticoagulant system. The deficiency of fibrinolysis
factors and the anticoagulant system increases the risk of thrombosis. Children with chronic diseases, such as cardiovascular, nervous
systems, in patients with hereditary genetic diseases with a deficiency of anticoagulant factors (congenital or acquired), may have episodes
of thrombotic events. Thrombosis in children with genetically determined thrombophilia often occur in the context of risk factors. In the
early neonatal period, the deficiency of anticoagulant factors manifests as the form of fulminant purpura, followed by the development
of skin necrosis. The genetic factor plays one of the most importantreason in the thrombophilia development, which leads to a deficiency
or defect in blood coagulation factors, platelet receptors, or manifests itself in the form of a hereditary predisposition. The current
screening of hemostasis does not properly identify the causes of thrombosis. The development of thrombotic complications in children
is a multifactorial pathological condition and requires multidisciplinary approach in diagnostic and therapeutic measures. The problem
of correct in time diagnostics has the socially significant nature. Currently, international consensus and national protocols for the treat-
ment and prevention of venous thromboembolism are regularly reviewing. In the study, the system of natural anticoagulants was evaluated
in children with various pathologies. The study included 33 patients with confirmed diagnoses, including cardiovascular pathology, syn-
dromes of nervous diseases, undifferentiatedconnective tissue dysplasia, hereditary monogenic syndrome. The results obtained indicate
a high frequency of occurrence of polymorphisms in coagulation genes (in a third of children with various diseases in the study), in some
children a decrease in the activity of natural anticoagulants (NAC) proteins (S,C) (from 12 to 15%) was determined, which confirms the
need for the presented diagnostics to predict the condition and assess hemostasis in children.
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TeYEeHUE MOCIEIHUX JIET CTAJIU Yallle BCTPEYAThCSI TPOM-
0oTUYECKHE COOBITUS B JETCKOM BO3pacTe, KOTOPBIE
y OOJIBIIMHCTBA MeAUAaTPUYSCKUX MALIMEHTOB BO3HUKA-
0T Ha (hOHE pa3IMYHBIX 3a00JI€BAHUI — BPOXIEHHBIX
MOPOKOB cepAlia, KapAUOMUOTNATH 1, peBMaTHUYECKOM, MH(PEK-
LIMOHHOM 1 OHKOJIOTMYECKOI MaTOJOTU U, TTOCIe XUPYPIUYECKUX
BMeELIaTebCTB, TpaBM U T. 1. [1].

OnHaKO UCIOJIb3YEeMbIii B HACTOSIIIEE BPEM ST IIOAXO CKPH-
HUHTa IIPY UCCIIEI0OBAaHM U KOAryJorpaMMbl He 00ecrednBaeT
JMOJIXKHBIM 00pa30M BbIsIBJIEHUE TPUYNH TPOMOO30B, 0COOEHHO
B IpYIIIIE MMalleHTOB IeTCKOro Bo3pacra. Kpome Toro, He Bcerga
yIeIseTCs BHUMaHUE HACAEACTBEHHBIM (DaKTOpPaM — CEMEHHOMY
TPOMOOTUYECKOM aHAMHE3Y M HAJTUUMIO KIIMHUIECKH 3HAYUMBIX
MOJUMOP(GU3MOB y ITAllMEHTA U €0 OJIM3KUX POACTBEHHUKOB.
DTO NOPOIi IBJISICTCS ONPEACISIONINM 3BEHOM B TAKTHKE BEICHU ST
MalMeHTa.

CorjlacHO JaHHBIM JIUTEPATYPhl B TEUECHUE TTOCTCIHUX JIET
TPOoMOO3 COCYIOB pa3IMIHOM JIOKAJU3AIUU JTUATHOCTUPYIOT
y neteit Bce yaiie. [Ipy aToM TpoMOOTUYECKME U TPOMOOIMOOII-
YyecKHUe OCJIOKHEHUs BCe Yallle BeAyT K MHBATUAU3AIUNA U CMEPT-
HOCTU narueHToB. KiimHnyeckass MaHudecTalms pa3anaHbIX
TPOMOOTUYECKMUX OCIOXKHEHU M HabogaeTcs y 5,3 mauueHTa
Ha 10 000 meTeii, rocrIMTaJIM3UPOBAHHBIX B TeueHue roaa [2].

60

M3BecTHO Tak:ke, YTO HanboJiee 3HAUUMbIE ITOJTUMOPOU3MBI
TCHOB CBEPTHIBAOIIECH CCTEMbI KPOBH MaTePH U HOBOPOXKACHHO-
T'0 aCCOIMMPYIOTCS C Pa3BUTUEM ITePUHATATBHBIX OCIOXKHEHU .
IpenmoceliKaMu K 3TOMY MOTYT CIIYKUTb neUuiuT pakTopon
CUCTEM eCTeCTBEHHbIX aHTUKoaryassHToB (EAK) u Hanuuue
MOJUMOP(U3MOB B FeHaX KOaryJsiiuu.

Cpenu reHeTUYeCcKy 00yCJIOBJIEHHbIX UBMEHEH U Y eTelt nua-
THOCTUPYIOT TpOMOOGUINM, CBA3aHHbIe ¢ AeuutoM EAK —
antutpomouHa 11 (AT III), mnpotennoB C u S, a Takke MyTaluu
annenst G20210A B reHe npotpomM6rHa. KpoMe Toro, BhISIBISIIOT
PE3UCTEHTHOCTh K aKTUBUPOBaHHOMY IpoTenHy C, 00yCIOBICH-
HYIO MyTalueii reHa V ¢pakropa.

TpoMbGoTHYeCKKE COOBITUS Y IeTEH SIBISIOTCS MYJIbTU(AKTO-
PpHaTbHBIM ITAaTOJOTUYECKUM COCTOSTHUEM M PaCliCHUBAIOTCS KakK
MYJIBTUAMCIATIIMHApHAS TTpobsieMa. TpoM603 y 1eTeii ¢ reHeTH-
YeCKU 00YCITOBJICHHBIMU TPOMOOMMINSIMY Yallle BO3HUKACT ITPU
BO3ICMCTBUM JTOTTOTHUTETbHBIX (DAKTOPOB PUCKA: IJIUTEIHHOTO
repuona UMMOOMIIM3AaIIY, HAaJTMYKsI KaTeTepa, IIMTeJIbHOTO
U YCTOWYMBOTO 00€3BOXXKMBAHU S, TUIIOAUHAMMUU, OKUPEHUS,
npreMa ropMOHaJbHbIX ITPenapaToB, 9KCTPaKopIopaJlbHOIO
KPOBOOOpAIIEHMS.

ITo naHHbBIM ucclienoBaHus, nposeaeHHoro B 2017 . [3] npu
y4yacTuu 73 neteii 10 18 1eT ¢ TPOMOOTUYECKUMU U ITPOMEXKYTOU-
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HBIMU (paKTOpaMU pUCKa pa3BUTH S apTepUATbHOTO UIIEMUYe-
ckoro nHcyabpTa (AVC), ObIIM MOJIYUYEeHBI CIeIYOIINe JaHHBIE:
IeCSATh MOTUMOP(U3MOB B 8§ reHaxX-KaHAMIaTaX, KOTUPYOIINX
KOaryJisiliIMOHHbIEe U pubprHONUTUYECKUE OesIKU. MyTauus reHa
dakTopa V (hakTopa JleitneHa) Oblja cBsi3aHa C TTOBBILLIEHHBIM
B 4,72 paza puckom ANC u B 8,29 paza — nepuHataibHoro AUC.
VY nocureneii annenst FXI11-A Leu34 puck netckoro AWC 6611
noBeIlIeH B 2,21 pa3za. KoMOMHUpPOBaHHAsI TeTEPO3UTOTHOCTDL FV
Jletinena/FV HR2, FV Jleitnena/MTHFR A1298C, FV JleiineHa/
MTHFR, C677T/MTHFR A1298C v FV Jleiinena/FV, HR2/MTHFR
A1298C 6b1na BeisiBIeHa y neteii ¢ AWMC, HO He 0OHapyXKuBajach
B KOHTPOJIbHOM I'pyIITe y4aCTHUKOB, YTO BBISIBUJIO CTATUCTUYE-
CKHU 3HAYMMYIO pa3HUITy. DTO UCCIEeIOBaHNUE «ClIydyail — KOHT-
POJIb» MIOKA3bIBAET, YTO, TOMUMO YKe paHee U3BECTHBIX, ACCOILIM-
annu mexny FV Jleitnena u AVC, npyrue paHee He3apeTrUCTpH-
pOBaHHBIE TOJTMMOPOU3MBI TEHOB KOATYJISIITUOHHBIX (PaKTOPOB
(FXIII-A p.Val34Leu) v HeKOTOpbIe KOMOWHAIIUY TTOTUMOPDU3-
MOB, KOTOPBIE BCETIa BKJIFOUAIOT B Ce0sI ellle U TeTepO3UTOTHBIE
myTtauuu FVJleiinena, moryt 0biTh cB3aHbl ¢ AUC B XopBaTCcKoii
nonyasiuuu [3].

HacnenctBeHHbIE TPOMOO(UINY BIiepBbIe ObIJIU OMMCAHbI
F. L.J. Jordan u A. Nandorff [4]. TepMmuH «TpoMOOdDUINU»
ObLI MpeaIoXeH HopBexXcKUM KianHunuctoMm O. Egeberg [5, 6].
Ha XV MexayHapoaHOM KOHTpecce 1o TpoM00o3aM U reMo-
crasy (Mepycanuwm, 1995) u na XIII co6panuu EBpomneiickoro
1 AppukaHCKOro oTaeneHnit MexXayHapoIHOro ooliecTBa
remarojioroB (Cram6yi, 1996) TepMUHBI «TpOMO03MOOTIUYEC-
CKUII CHHIPOM» U «TUIIEPKOATYJIEMMU SI» ObIJIU O0beIMHEHbI
B €IMHOE TIOHSITUE «TPOMOOMUIUSI», IO KOTOPHIM B HACTO-
siee BpeMsI Mmoipa3yMeBaloT HapyIIeH s TeMOCTa3a U TeMo-
pPEOJIOTU U, XapaKTepU3YIOIIUeCs MTOBBIIIIEHHOW CKIOHHOCTBIO
K pPa3BUTHUIO TPOMOO30B I BHYTPUCOCYINCTOrO CBEPTHIBA-
HUSI, B OCHOBE KOTOPBIX JIeXKaT MPUOOPeTeHHbIe U TeHETUYECKH
00yCJIOBJICHHbIC HAPYIIIEHU S B Pa3JIMYHbBIX 3BEHbSIX FTEMOCTa3a
v remopeoJjioruu [7].

I'eHeTnyeckuii pakTop B pa3BUTUU TPOMOOGDUIN I TPUBOIUT
K HEIOCTaTKy UJIU Ae(PEeKTy TeX MU UHBIX (PaKTOPOB CBEPTHI-
BaHUS KPOBU, PELIETITOPOB TPOMOOILIUTOB JINOO MPOSIBISAETCS
B BUJIE HACJICACTBEHHOM MPEapacONIOKEHHOCTH [8].

VY nereii, UMEIOIINX psiI 3a00JIeBAHUT CEPIEYHO-COCYIUCTOU
¥ HEPBHOM CUCTEM, a TaAKXKe C HaCJIeACTBEHHBIMM MOHOT€HHBIMU
CUHIPOMaMU U TUCTIJIa3uel COeNMHUTETbHOM TKaHU Ha (hoHe
SHIOTEINATBbHON TUCHYHKIIMN MOTYT IPOUCXONUTH HAPYIIEHU ST
B Kackajie akTUBalluy (hakKTOPOB CBEPThIBaHM . [laHHbIe U3MEHe-
HUsI, B CBOIO OYepe/b, CIIOCOOHBI yCyTYOISTh IPOrpecCupPOBaHe
OCHOBHOTO 3200JIeBaHU S U BECTU K PAa3BUTUIO TPOMOOTUUYECKUX
OCJIOXKHEHU .

V neteit ¢ TPOMOOIMOOIMYECKUMU HAPYILLIEHUSIMU TTOYTU
B ITOJIOBMHE CTyYaeB UMEIOTCS BpOXKIEHHbIE TPOMOODUINYecKe
cocTtossHMs. Pa3pemmalomme (akTopsl A1 IPOSIBJACHUT Hacaea-
CTBEHHBIX TPOMOOGMUINIT B OOJBIINHCTBE CTyYacB aHAJIOTMIHBI
MPUYMHAM ITPUOOPETEHHBIX TPOMOOTHUYECKMX COCTOSTHUIA: TIeH-
TpaJbHbIC BEHO3HBIC KaTeTePhl, KATETEPHI MyTTOBUHBI, OITyX0JIe-
BbI€ 3a00JIeBaHN s, CUCTeMHbIC BacKyIUTHI, JIBC-cuHapom (mauc-
CEeMUHUPOBAHHOE BHYTPUCOCYIUCTOE CBEPThIBAHUE), XUMUOTE-
panusi, TpaBMbl, UMMOOUIN3aN s, MHGEKIINN, ayTOMMMYHHast
MaTOJIOTHSI, IIIOK, CETICUC, TIPUEM TOPMOHAJIBHBIX ITPETNapaTos,
TUIIeproMouucTenHeMus u np. [9].

3HauuTe bHAS POJb B AUATHOCTUKE MPETPOMOOTUYECKUX
U TPOMOOTUYECKUX COCTOSIHU I MPUHAJIEKHUT MPEAIIECTBYIO-
1IEMY T€éMOCTa31M0JOrMYeCKOMY aHaMHe3y peOeHKa U ceMeiiHOMY
aHaMHe3y: HAJIMYMIO MIIEMUYECKUX UHCYIbTOB, PELIUANBUDY-
OIIMX HApyIIEHU I MO3rOBOTO KpOBOOOpaIlleH! I, UH(PAPKTOB
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pa3IMYHBIX OPTAHOB, TPOMOOSMOOINYECKUX OCTOKHEHUIA.
[TaToreHeTMYECKMMU MEXaHU3MaMU TPOMOODUINU MOTYT CITY-
KUTh TEMOPEOJIOTUUECKIE HAPYIICHU S, 1e(DEKTHI COCYIUCTO-
TPOMOOILIMTAPHOTO TeMOCTa3a, Ie(PUIIUT UJIM aHOMAJIUU aHTH-
KOAaryJIsIHTOB, TIJIa3MEHHBIX GaKTOPOB CBEPTHIBAHU S, HAPYIIEHUST
(ubpuHoIM3a, MeTabOIMUECKUE PACCTPONCTBA, a TAKKE cCoueTa-
HUST HECKOJIBKUX BUIOB e(DeKTOB. [10MoGHbBIe HApyIIIEHUST MOTYT
ObITh KaK MPUOOPETEHHBIMU, TaK U TeHETUUYECKU OOYCIOBACHHbI-
MU, KOTOPbIE B CBOIO OY€pElb MOAPA3IESIIOTCS Ha TOMO3UTOTHbIE
U TeTEPO3UTOTHBIE.

B ocHoBe nmaToreHesa apTepraJbHbIX TPOMOO30B JieXXaT Hapy-
LIEHU S LEJTOCTHOCTH COCYAUCTOM CTEHKM 1 aKTUBALIMSI aIT€31B-
HO-arperaiioHHbIX CBOMCTB TPOMOOIIMTOB. BeHO3HBIe TPOMOO3bI
B OCHOBHOM OOYCJIOBJIEHBI CHUKEHHUEM KPOBOTOKA U/UJIN Hapy-
IIEHUEM KOaTyJISIIMOHHOTO U (pMOPUHOJUTHIECKOTO TTOTeHIIMAIa
1a3Mbl. TpOMOOIMTHI TAKXKE YUaCTBYIOT B PAa3BUTUHM BEHO3HBIX
TpOoMOO30B 3a CUET reHepal M TpoMOMHA BHYTpPU cocynoB [10],
TTOBBITIIEHUST YPOBHSI TPOMOOIIMTaAPHBIX MUKPOBE3UKYJI U CHU-
JKeHUS ypoBHS npoctauukiauHa [10, 11].

PacnipocTpaHeHHOCTh BEHO3HBIX TPOMOO30B B O01LLEH A TCKOM
nonyasuuu Bappupyet ot 0,07 mo 0,14 cnyuas Ha 10 000 neteit
B ron, 5,3 cayuast Ha 10 000 oOpaleHuii K Bpauy uiau 24 ciaydaen
Ha 1000 rocnuTanu3anuii B 0JJOKM MHTEHCUBHOM Tepauy HOBO-
poxaeHHbIX [12].

OnHa U3 OCHOBHBIX IPUYUH TPOMOO30B y AeTeid, 0COOEHHO
B paHHEM BO3pacTe, — 3TO AeUIUT BUuTaMuH K-3aBucumoro
daxkrTopa — nmporenHa C (PC), KoTopblit UHAKTUBUPYET aKTHUB-
HocTb Va u VIlla ¢pakTopoB cBepThIBAHU I KPOBU U CUCTEMbI
dubpunonusa (puc.). Tskenass BpoxkJeHHasT HEIOCTATOYHOCTh
npoternHa C OTHOCUTCS K PEIKUM HACJIeICTBEHHBIM OOJIE3HSIM,
BO3HUMKAET y MAIlMEHTOB C TOMO3UTOTHOM WJIW TBOWHOM reTepo-
3UTOTHOM MyTauuei reHa npotrenHa C — PROCZ2. T'omo3uroTHast

MyTb aKTMBaAL MU KOHTaKTa MyTb TKAHeBOro pakTopa
(BHYTPEHHHUM) (BHELLHUM)
MoBpeXAEHHas NMOBEPXHOCTb TpaBma
m UNTO
Xl Xlla
m m
Xl Xla TF-Vila Vil
IX IXa Vllla Vil
/—\\ F AHTUTPOMOUH
X \( X
Xa
Mpotpom6uH (1) —— —)V TpombuH (lla 06bI4HbIN
a
nyTb
\\_ ®ubpuHoreH (1) DubpuH (la)
Xllla Xl
CLUMTBIN CrycTOK
AKTUBUPOBAHHbIN dubpuHa
npoteunH C
MpotenH S
MpoteunH C + TpoMb6OMOAYAUH

Puc. Ponb cuctembl EAK B peryaauuu remocrtasa [13] / The role

of natural anticoagulants in the regulation of hemostasis [13]
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myTtauus B reHe npotenHa C (PROC) HecoBMeCcTUMa C KU3HBIO
U TIPUBOMUT K TUOETM HOBOPOXKAEHHOTO B TIEPBhIE YaChl, 2 TOPOH 1
BHYTpHYTpoOHO. YacToTa BcTpewaemocTu ~ 1 Ha 500 000-750 000
XKUBOPOXAEHHBIX. edunut nporenHa C crnocobeH mpoBOLUupo-
BaTh pa3BUTHE HEKPOTHMIYECKUX ITOPakKeHU I KOXKHBIX ITOKPOBOB
y IeTei.

VYuenbie . DcmoHn u I1. Komn B 1984 1. onucanu y malmeHToB
nedunut nporerHa S (PS), saBasiomnierocs KopakTopoM Npo-
tenHa C, takxe ButaMuH K-3aBucumbiii. lepuuurt PS moxeTt
OBITH OOYCJIOBJIEH PA3IMYHBIMU CTPYKTYPHBIMU U3MEHEHUSIMU
KOIMPYIOLIMX MOCIea0oBaTeIbHOCTEM, 6osiee 90% KIMHUYEeCKU
3HAUMMBIX MYTallU ! SIBJISIOTCSI TOUEUHBIMU ONHOHYKJIEOTUA-
HBIMU 3aMeHaMu. [oMo3uroTHbIe opMBI AedUINTa TPOTENHA
S HECOBMECTUMBI € XKU3HBIO [14].

B 1993 r. mBenckum yuensiM brepHom JJanpbexkom onrcana
ceMeitHast popMa TpoMOOoDUINM, BOZHUKAIOIIAS B PE3yIbTaTe
PE3UCTEHTHOCTU K aKTUBUpOBaHHOMY npoTtenHy C. B 1994 r.
nokTop R. M. Bertina oOHapyXuJi JIEiIeHOBCKYO MyTall1Io,
SIBJISTIONTYIOCST HanboJiee pacpocTpaHeHHOI TpoMbobuaneit
1 UMEIOLIYIO MecTo Y 5% eBporeiileB. DTy MyTalMIO B IreHe,
KOIMpYIOLIeM aKTUBHOCTB poakuenepuHa (V daktopa cBep-
TBIBAa€MOCTHU KPOBM), CTAJIU Ha3bIBaTh MyTalLMeli JleliieHa B yecThb
ropona JleitneH B ['omnanauu, rae Obl BIIEPBbIC OMMMCAH MEXaHU3M
ee BOBHMKHOBeHud [15].

PacnipocTpanennocts myTanuu Jleiinena B momyasiiny 3aBu-
CHUT OT pachl: y IpelcTaBUTeNell 0eI0l pachl YaCTOTa COCTABIISIET
npuMepHo 2-15%, a y MOHTOJIOUTHOM U HETPOUTHOM MTOYTH HE
oGHapyxuBaeTcs. Hannmure naHHOI MyTaliuy MOBBIIIIAET PUCK
pa3BUTHUS TPOMOO30B y TETEPO3UTOT B 3-8 pa3, y TOMO3UTOT —
B 80-100 pa3 (KJIMHUYECKU 3HAYUMBbII TOJTUMOPGhU3M B reHe V
dakrTopa R534Q G>A). [1pu Hanmuuu rmoJumMop¢Gu3MOB B reHax
KOAryJIsIMY aHTUKOATYJISTHTHI ClielyeT Ha3HauyaTh TOJIBKO Tepe
IJIAaHUPYEeMOI oTniepaliueit, Mpyu cepbe3HbIX TpaBMaX U TOPMO-
HaJlbHOM Teparnuu [16, 17].

B Hacrosiiee Bpems B P orcyTcTBYeT KjaaccubuKamms
OLIEHKU PUCKA KIMHUYECKHU 3HAYUMBIX TPOMOOGDUINIA Y NeTel.
B 3aBHCHMMOCTH OT CTENEHU pUCKa, COTJIACHO KJaccuUuKauu
AMepUKaHCKOM KOJIJIETUY aKyIIEPOB M THMHEKOJIOroB (American
College of Obstetricians and Gynecologists, 2013), BbIACISIOT
TpoMOOGUINY BBICOKOTO M HU3KOTO YPOBHSI prcKa (KPUTEpUn
cTereHei pucka TpoMOoGUANM NpeacTaBIeHbI B Ta0I. 1).

[TpoGyiema cBoeBpeMeHHOI nuarHoctuku neuunuta EAK
HOCHUT COIIMaJIbHO 3HAYMMBIi1 XapakTep. B HacTosiiee Bpemst
PeryJIsIpHO TIepecMaTpUBAIOTCS MEXKyHAPOIHbIE KOHCEHCYCHI

Tabanua 1
Kaaccudukauusa pucka Tpom6o¢puanm [Tabanua coctaBreHa

aBTopamu], [18] / Thrombophilia risk classification [table
compiled by the authors], [18]

Hu3kum puck BbICOKHH PUCK

MyTaums reHa ¢pakTtopa V (MyTaums
NeipeHa), reTepo3nroTHas

AedUUnT aHTUTPOMOUHA Il
(CHUXEHWE aKTUBHOCTH
AO ypOBHA MeHee 60%)

MyTaums reHa npoTpombuHa,
reTepo3nroTHas

ABoOIHas reTepo3nroTHas
MyTaLuWs reHa NpoTpoM6buHa
n dpaktopa V (MyTauusa AeinaeHa)

Aednumnt npotenHa C (CHUXeHUe
AaKTMBHOCTU AO YPOBHA MeHee 50%)

MyTauus reHa dpakropa
V (MyTaums AerpeHa),
roMO3UroTHas

Aedunumnt npotenHa S (CHUXEHWE
akTuBHoCTH BO Il 1 Il TpumecTpe
6epeMeHHOCTU A0 YPOBHSA MeHee
30% 1 24% cOOTBETCTBEHHO)

MyTauus reHa npoTpomMbuHa,
rOMO3WroTHan
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¥ HALIMOHAJIbHBIE TTPOTOKOJIBI JIeUeHU ST ¥ TPOUIAKTUKY BEHO3-
HOT0 TpoMO2MOO0U3MA.

Lenbio nanHoO# paboThl ObIJIO 000CHOBATH MYJIBTUITPODECCUO-
HaJIbHBIM TTOAXO K TMAarHOCTUKE HApYIEHU I reMocTa3a y neTeit
C Pa3JIMYHOM NMaTOJIOTUEM.

CTaTUCTHUECKHUI aHaAu3

CTaTUCTUYECKU 1 aHAJIN3 ObIJ BHITIOJHEH C UCTIOJIb30BaHU-
em moayJieit matplotlib, scipy, pandas u numpy B Python Bepcuu
3.8. KosimuecTBeHHbIE ITOKa3aTEJIU MPOBEPSIIA HA COOTBETCTBUE
HOpMaJIbHOMY pacIipefieJieHn o ¢ moMolibio kputepus Lllanupo —
Yunka (mpu n < 50) u Koamoroposa — CmupHoBa (ipu n > 50).
Bo Bcex ciyvasix pacnpenesieHue OTINYaI0Ch OT HOpMaJIbHO-
TO, TI0 3TOI MMPUYMHE MBI MCTIOJIL30BaJI ONTMCAaHUE KOJIYe-
CTBEHHBIX ITOKa3aTeJIeii, BEIMTOJTHEHHOE ¢ YKa3aHUEeM MeIUaHbl
(25; 75 nepuentwin). CpaBHeHNE HE3aBUCUMBIX TPYIIT TTPOBOIM-
JIV TIPY TTIOMOIIIM KpuTepust MaHHa — YUTHM (B cTy4ae cpaBHEHUS
NBYX BbIOOPOK) U KpuTtepus Kpackena — Yonnuca (> 3 BBIOOPOK).
st cpaBHEHU ST pacIipene/ieH!sT KaTeropuaJ bHbIX TPU3HAKOB
KUCIOJb30Bau Kputepuii corsiacust [llupcona X2 (xu-KBaapar)
¥ TOUHBI KpuTepnuit @uirepa (mpu yuciie HaGIIOACHUI B OMHOM
u3 siyeek Tadaunbl 2 X 2 < 5). Bo Bcex caydasix MHOXECTBEH-
HBIX CPAaBHEHM I TPOBOAUJICS TTepepacyeT yPOBHS 3HAUMMOCTH P
¢ npuMeHeHueM nonpasku boudepponn. [Iposepka rumnores
Obl1a IByCTOpOHHE, 3HaYeHus p < 0,05 cynTaauch CTaTUCTH-
YeCKU 3HAUMMBIM.

Marepuanbl ¥ MEeTOAbI HCCAEAOBaAHUA

KpuTtepnu BKIIIOUeHN ST TAIUEHTOB B UCCJIEIOBAHUE:

® Bo3pacr j1o 18 jer;

® MTONTBEPXICHHBI TUATHO3 KapANOBACKYJISIPHOM MaTOJIOTUH,
CHHIPOMOB 3a00JIeBaHU I HEPBHOM CUCTeMBI, HeTuhGepeHIInpo-
BaHHOU JUCIJIa3UU COENMHUTEIbHOI TKaHU, HACIeICTBEHHOTO
MOHOT€HHOI'O CUHAPOMA;

® nHGOPMUPOBAHHOE corjacue, MOANUCAaHHOE 3aKOHHBIM
NpeacTaBUTEIEM U YYaCTHUKOM, JOCTUTIINM 15 J1eT.

Kputepuu uckitoueHus U3 UCCIeq0BaAHUS:

® 0TKa3 OT MPOIOJIKEHU S UCCIAEOBAHUS IO TPUYNHE TEXHUYE-
CKUX TPYAHOCTEN, HATPUMEP, OOCTOSITETHCTB, HE TIO3BOJISTIONINX
PONUTENISIM COTTPOBOXIATH peOeHKa AJIs TOe3NKH B UCCIIeI0Ba-
TEJIbCKUN LEHTP.

O6cnenoBaHbl 33 manyeHTa — 18 1eBOYEK M 15 MaJIbYMKOB
B Bo3pacte oT 1 1o 18 iet. MenuaHa Bo3pacta coctaBuia 9,9 roaa.
TTarmeHTH! OBLTN pa3/ieIeHbl Ha HECKOJIBKO I'PYTIIT: TIEPBYIO COCTa-
BVUTM TTAIIMEHTHI ¢ 3a00JIeBaHUSIMA HEPBHOW CHCTEMBI (5 YeToBeK
C IereHepaTUBHBIMU HEPBHO-MbILIEYHBIMU O0JIE3HSIMHU); BTO-
pYyI10 — I€TH C 3a00JIEBAHUSIMU CEPAECUYHO-COCYIUCTON CUCTEMBI
(8 yesoBeK ¢ TMNEPTPODUUECKOI KapaAMOMUOIIaTHUEe); TPEThIO
IrpyNnny — AeTU C HACJIeACTBEHHbBIMU MOHOTEHHBIMU CUHAPO-
Mamu (5 yenoBeK: 2 pebeHKa ¢ MyKorojaucaxapuaozom Il Tumna
(MIICII), 1 pebeHok ¢ cunapomoMm PerTa, 1 — ¢ I1a30KOXKHBIM
anpOMHU3MOM, | — ¢ cunnpomowm [lymaka); 4eTBepTyio rpymiy —
netu ¢ HemudGepeHIMPOBaHHON TUCTIIa3Uel COeTUHUTETbHON
tkanu (HACT) — 15 manueHTOB (BCe ¢ MaJIbIMU aHOMATUSIMU
pa3BUTUS ceplia).

Bcem manimeHTaM OBLJIO TPOBEIECHO KOMIIJIEKCHOE KITMHUYE-
cKoe, 1abopaTOpHOE U MHCTPYMEHTaIbHOE 00CIeIOBaHueE.

Knuaundeckoe obcienoBaHMe BKITIOYAI0 cOOp aHaMHe3a XXU3HU
1 00JIe3HU, XKa100bl MallueHTa, 001K OCMOTP C UCMOJIb30BaHUEM
Majblaluu, NepKYCCU U, ayCKyJIbTallM1, U3MEPEH !SI apTepraTbHOIO
JaBJICHM ST, @ TAKKE CaTypaliy C UCTIOIb30BAHUEM MYIbCOKCUMETPA.

HNHcTpymeHTanbHbIE METOABI 0OCIEI0BaHUSI BKIIOYAJIU MTPO-
BeleHUe dIeKTpoKapauorpaduu, yIbTpa3ByKOBOTO UCCIEI0BA-

JIEYALLIMI BPAY, TOM 25, Ne 12, 2022, https://journal.lvrach.ru/
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Yacrota BCTpeuaeMoCcTU NOAUMOPGU3MOB reHOB KoaryAsiluu B UCCAeAOBaHuUU [TabAnLLa cocTaBAeHa aBTOpamu] / The fre(;rt?gé\z;' &
of occurrence of coagulation gene polymorphisms in the study [table compiled by the authors]
MNoaumopdusm reHoB koaryraauun | Ffomosurora no nonumopdpusmy | Fereposurora no nornumopdpusmy Bcero (% cayuaeB ot o6wero
(% cayuaes) (% cayuae) 4YKCAa NALUEHTOB)
FGB (455,G>A) He BcTpevanocb i3 39
PAI-1/SERPINE1 (-675, 5G>4G) 3 7 30
F2 (20210, G>A) He BcTpevanoch 3 9%
F5 (R534Q, G>A) He BcTpeyanoch 3 9%
F7 (R353Q, G>A) He BcTpeuanochb 7 21,2%
MTHFR (E429A, A>C) 2 8 30%
MTR (D919G, A>G) 2 6 24,2%
MTRR (122M, A>G) 2 7 27,3

Hus (Y3U) opraHoB OpIOIIHOM MOJAOCTH, MOYEK, IIIUTOBUIHOMN
keJsie3bl ¢ momolibto ckaHepa Acuson S 2000 (Siemens, [epmaHnust)
u axokapauorpaduio (9xoKI') Ha yabTpa3sBykoBoM ckaHepe Vivid
E 90 (GE, CLLIA).

JlabopaTopHbIe METOABI 0OCEIOBAHM S BKJIIOUAIN: KIUHUYE-
CKMI aHaJIU3 KPOBU, PAaCIIUPEHHYIO MaHe b TECTOB AJI5I OLEHKU
CUCTEMBbI TeMOCTa3a ¢ onpeaejeHueM nporpoMounHa no KBuky,
aKTVUBAPOBAHHOTO YACTUYHOTO TPOMOOIIJIACTUHOBOTO BPEMEHHU,
TPOMOMHOBOTO BpeMeHU, GUOpUHOreHa, aKTUBHOCTU U KOJIU-
yectBa niporenHoB C (PC) u S (PS), murasmuHorena, D-gumepa,
daxTopa Buiedbpanga Ha aBToMaTuueckoM Koarysorpade STA
CompactMax (Stago, @pannus). B ceiBopoTKe KpoBU UCCIe-
JIOBaJIM yPOBEHb BUTaMuHa By, 1 romoumcTenna nMMyHOXe-
MUJTIOMUHECIIEHTHBIM METOIOM, a TaKKe YPOBEHb TOPMOHOB
LIIUTOBUHOWM XeEJE3bl.

HccrnenoBanne moauMop@u3MoB B reHaX KOaryJsiiiiy MpoBoO-
nuiiock Ha oopasuax JIHK, BeiaeieHHbIX U3 LeJbHOM BEHO3HOM
kpoBu MetonoM [TLIP B pexxume peanbHoro Bpemenu. MccnenoBax
psaa nmoauMopdu3MoB B reHax remocrasa: F2 (20210, G>A),
F5(R534Q, G>A), F7(R3530, G>A), FGB (455, G>A), SERPINE1
(=675, 5G>4G)), renax ponarHoro nukaa (MTHFR (A222V, C>T),
MTHFR (E4294, A>C), MTR (D919G, A>G), MTRR (122M, A>G).

OO6pa3iIel KPOBU [JI5T MICCIEIOBAHNSI COOMPAY TTyTEM IMyHKITUN
KyOUTaNbHOI BEHBI C TOMONIBIO IBYXKOMIIOHEHTHBIX CCTEM JIJIST
B3SITUSI KPOBU — OTHOPA30BBIX MTOJTUTTPOITUIIEHOBBIX TIPOOMPOK
¢ uutpatom Hatpus (3,2%), TpUuKaJIuii STUICH IMAaMUHTETpa-
ykeycHoi kuciotoit (K3 EDTA) u akTuBaTOpoOM CBEpThIBaHU I
(BD, Vacutainer, CILIA).

Pe3synbTarbl

[Ipu MHCTpYMEHTAJbHOM MCCIEAOBAHUU ObIJU BBISIBJIC-
Hbl UBMEHEHUSI CO CTOPOHBI CEPACUHO-COCYTUCTON CUCTEMBI
y 5 (15,1%) nauueHTOB, B TOM YUCJIe TUIIEPTPODUSI JIEBOrO
KeJTynoykKa, CHUXKEHUE HACOCHO (DYHKIIMU cepalia, KJiarmaH-
Hag natojiorus. [Ipy1 aToMm coueTaHHas MaTOJIOT U OTMEUYEHaA
v 3 (9%) nauueHTOB.

[Mo nanubiM Y3U OpIonrHO TTOJIOCTY OBIN BBISIBJIEHEI CJie-
NyIOlIMe OTKJIOHEHUSI: YBeJIMYeHe pa3MepoB reueHun y 12,1%
(n =4); runepruiazusi Me3eHTepaJTbHbIX IUM(POY3I0B, UIMEHEHUE
COCYIMCTOTO PUCYHKa NedyeHu. [1pu 5ToM couyeTaHHbIe U3MEHE-
HUd (TemaTomMeraaus 1 TuMdaaeHomaThs) oTMeueHbl y 2 (6%)
MalMeHTOB.

ITo nanHbIM Y3U MoueBBIBOASIIIEH CUCTEMBI BBISIBJICHO YIBO-
eHue JloxaHku y 2 neteit (6%), ynBoeHue nouek —y 1 (3%).

VYBenuueHue o6beMa IUTOBUIHOM XKeJie3bl BhIsIBJICHO Y 2 (6%)
MalMeHTOB, U3 HUX B OJHOM cliydae ¢ Au(py3HBIMU U3MEHEH U I~

LECHASCHI VRACH, VOL. 25, Ne 12, 2022, https://journal.lvrach.ru/

MM B IIUTOBUIHOM Xene3e. PacimmpenHbie (hOITUKYITbI, KUCTHI,
acCMMMETpPUS ToJieit BuIsABIeHBI Y 3 (9%) maumenToB. [1pu aToM
NOBbILIEHUE yPOBHA TpuitonTuponuHa (T;) ormevenoy 70%
nanueHToB (14 neBoyek U 9 MaJIbYMKOB), UHTEPBAJ 3HAUYCHU i1
Konebacs ot 3,24 no 5,94 nr/mn. Yposens Tupokcuna (T, cBo-
6omHbI) ObLT TIOBBIIIEH Y 1 (3%) ManbuKKa; MeIuaHa COCTaBUIA
0,88 (0,75-0,95) ur/na; IQR (0,75-0,95); unTepBan Koaebanacs
ot 0,064 10 1,17 vr/nx. [MoaydeHHbIE JaHHBIE CBUAETEIbCTBYIOT
0 BEpOSITHOM Jie(UIIUTE fiofa y TeTeit.

[Tpu uccnenoBanuu DKI BBISIBICHBI CIEAYIONINE OTKIOHEHMST
OT HOPMbI: MUTpaLKst BoguTess putMay 5 (15%) nauureHTosB, Opa-
nukapausy 5 (15%) maimeHToOB, aTpUOBEHTPUKYJISIpHAst 6J0Ka1a
1-2 crerieHu — y | manueHTa, 3KCTpacuCToNMs —y 1 mauueHTa
(3%). TIpu 3TOM coYeTaHHAasI IIATOJIOT Ml U3MEHEH WA HabJII01a1ach
y 6 nereit (18%).

[Ipu cpaBHEeHMM TIOKa3aTeIei MEX Iy TPYITITaMU CTATUCTUIECKU
3HAYMMBbIX Pa3JIUYUI HE BISIBJEHO.

I1pu n3ydyeHu noauMop(puU3MOB reHOB CUCTEMbI TeMocTa3a
YCTAHOBJIEHO, YTO Yallle BCTPEYaIUCh MOJIUMOP(MU3MBI B T€TEPO-
3UTOTHOM COCTOSIHMY B T€HAaX, OKa3bIBAIOLIMX BIUSHUE Ha DosaT-
HBII IMKJI, B TeHaX aKTUBATOpa MJIa3MUHOTreHa, (GMOPUHOTEHa.
DT monmuMopOU3MBI ITPY HEOIATOTPUSATHBIX YCIOBUSIX (UTUTEIb-
Hasi UMMOOUIM3alM sl KOHEUHOCTEH, TN TEIbHBIN TTOCTEIbHBII
PEXUM, TIOCJICOTNIePAIIMOHHBII TTeproa MeHee 4 MecsI1ieB, HaTuune
KaTeTepa B mepudepruIecKrX COCyaax) MOTYT CITIOCOOCTBOBATH
Pa3BUTUIO TPOMOOTUIECKUX COOBITHIA y TTAIIMEHTOB C KapIyro-
BaCKYyJISIPHOM MaTOJIOTUEN.

Hccnenosanue nonumopdusma 20210 G->A reHa npoTpoMOUHa
(F2) uMeeT NpOorHoCcTUYEeCKOe 3HaUeHUe, MO3BOJISIIONIEe OLIEHUTD
PpUCK pa3BUTUSI 3a00JIeBAaHU I CEPACYHO-COCYAUCTOM CUCTEMBI.
HeGnaronpusiTHbI BapyaHT oauMopdusma (A) HacaeayeTcs
10 ayTOCOMHO-AOMMHAHTHOMY TUIY, TIPY 3TOM MOBBILIEHHbI i1
PUCK TPOMOOMUINY UMEETCS TIPU TETEPO3UTOTHOMI hopMe MoJIn-
Mopdusma. Hocurenu BapuaHTa A moaiuMopdusMa UMeIoT BbICO-
KU1 pUCK Pa3BUTHUS TPOMOOTHYECKUX COOBITHUIA B OCIeOIepa-
LIMOHHBIN TIEPUOI.

IMonrumopdusM B reHe V (pakTopa CBEpTHIBAHUS — MYTaLIUST
Jleiinena (R534Q, G>AB) npyuBOIUT K pa3BUTUIO PE3UCTEHTHOCTH
K aKTUBUPOBaHHOMY MpoTenHYy C 1 BBICOKOI YacToTe TPOMOO-
30B U TpoMO03MOO0Mii. [eTepo3urorHas myTalus umeet 6oJjee
6J1aTONPUSITHBIN IMTPOTHO3. B 3TOM cyyae aHTHMKOATYJISTHTHI
Ha3HayaloTcs Nepe MIaHMPyeMOoil onepalueit, mpu cepbe3HbIX
TpaBMax U TOPMOHAJIbHOI Teparuu.

Tonumopdusm 455 G->A rena pudbpuHoreHa (FGB) cBsi3aH
¢ 3aMeHoit HyKJ1eoTuaa ryaHuH (G) Ha aieHuH (A) B y4acTKe reHa.
JlaHHBII TOTUMOPGU3M MOXKET CITOCOOCTBOBATH YBEIUUYECHU IO
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Tabauua 3
Moka3aTeAn cUCTeMbl NAa3MEHHOr0 reMocTa3sa [rabauua

cocTtaBAeHa aBTopamu] / Indicators of the plasma hemostasis
system [table compiled by the authors]

NMoka3arenn Meaunana | MexkBapTuabHbili | PedepeHcHblie
3HauYeHum HHTEpBaA HHTEepBaAbl

MB, cek 15,6 14,80, 16,80 13-17
MpoTpombuH 78 80,85 70-120
no Keuky, %
TpombuHOBOE 16,90 14,60, 18,10 14-21
BpEMS, CeK
AYTB, cek 34,40 32,80, 37,00 25-35
®OUBPUHOTEH, 2,48 2,10, 3,00 2-4

/A

MpoTenH S, % 84 72,93 60-120
MpotenH S, 70 59-85 60-140
KOAMYECTBO, %

MpoteuH C, 90 82,107 70-120
aKTUBHOCTb, %

MpotenH C, 104 95-101 80-130
KOAMYECTBO, %

dakTop 90 75,99 70-120
Bunanebparaa, %

conepxxaHus GuOpUHOTEHA B KPOBU U, CIIENOBATEIBHO, TIOBHIIIIATH
PUCK TPOMOO30B B COCYIMICTOM pyCJIe.

Brisisnenue mytauuu 5G(675)4G B reHe MHTUOUTOPA aKTHBA-
Topa niasmuHoreHa (SERPINET) xapakTepu3yeT BBICOKU I PUCK
pPa3BUTUS TPOMOOTUUECKHUX COOBITHUIA.

Momumopdusmsl B rerax 677 C/Tw 1298 A/C donatHoro nukia
(MTHFR) conpoBOXa0TCsI CHUXKEHUEM aKTUBHOCTHU (hepMeEHTA
MEeTHJIEHTeTparuapodonarpenykTasbl, YTO B AajbHENHIIEM TPU-
BOJIUT K MOBBIIIEHUIO KOHLEHTPALlMX TOMOLIMCTENHA B TJ1a3Me
U1 BO3pacTaHUIO pUcKa aTepockJjiepo3a u Tpombo3sa. 'en MTR
KOIUPYeT aMUHOKHUCIOTHYIO IMOCIeI0BaTEbHOCTh (hepMeHTa
METUOHMHCUHTA3bl — BaXXHOTO hepMeHTa 0OMeHa METUOHUHA,
KaTaJu3UPYIOIIEro ero odpa3oBaHue U3 ToMolucTenHa. B kave-
cTBe KopaKTopa B 9TOI peaKlIny MTPUHUMAET yJyacThe BUTAMUH
By, (xo6anamuH). [TonuMopdu3sMel B reHax GOIaTHOTO KOM-
TIJIeKca MOBBIIIAIOT PUCK PA3BUTUSI TPOMOOTHUYECKUX COOBITUIA
y TIAIIMEHTOB C XPOHUYECKOI ITaTOIOT e,

[Mpu aHanM3e 3aBUCMMOCTH THUIIAa TOJTMMOPGhU3Ma TeHOB Koa-
TYJSIAY OT HO30JIOTMYECKOM TPYTITHI 3a00IeBaHUST KaKUX-TUO0
3aKOHOMEPHOCTEI He MoKa3aHo.

ITpu oueHke GYHKIIMOHUPOBAHUSI CUCTEMBbI TJIA3MEHHOTO
reMocTa3a OTKJIOHEHU S B CTOPOHY TMIOKOATyIsIMU [0 BHYT-
peHHeMY IyTH CBepThIBaHUSI BhIsiBIACHBI Y 5 (15%) nmaumeHTOB
(2 manbyuka, 3 neBouku). OTKJIOHEHUSI B CTOPOHY I'MIIOKOAry-
JISILIMM 110 BHELIHEMY ITyTHU CBEPThIBAHMS YCTAaHOBJICHBI Y 3 (9%)
neteit (2 neBouku, 1 Manbuuk). [Ipy 5TOM coueTaHHBIE HApYIIIe-
HUS OTMEUAJINCh Y OMHOTO MaJTbuuKa.

HesnauurenbHoe cHUXeHME YPOBHSI GUOPUHOTEHA BBISIBIIEHO
y 3 (9%) nauueHToB (2 1eBoukH, | MabuuK). YpoBeHb V hakTopa
CBePTHIBaHUS OBLI B TIpenetax peepeHCHBIX MHTEPBAJIOB Y BCeX
marueHToB. JlaHHbBIe TTOKa3aTeseil MIa3MeHHOT0 3BeHa reMocTa3a
npeacTaBjeHbl B Ta0JI. 3.

MenuaHa 3HaueHU T akTuBHOCTH ITpoTerHa C coctaBuia 90%;
IQR (82, 107)%, untepBan — 60-144%. [1pu KOJMYeCTBEHHOM
ornpeaeaeHUN MenuaHa ypoBHs nporenHa C cocraBuia 104%,
IQR (95-101)%. CHuxeHnue akTuBHOCTU npoTerHa C BbISIBIEHO
y 12% naiueHToB (2 MaabunKa 1 2 1€BOYKH), TPU ITOM TMOJIOBUHA
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U3 HUX UMeJU MyTanuio JlefifeHa B reTepo3uroTHOM COCTOSTHU Y
(Manpuuk u neBouka B rpymme HJACT).

Menunana (Me) ypoBHs niporerHa S coctaBuiia 84%, IQR (72,
93)%, untepBai — ot 59% o 116%. MenunaHa KOJTUUYECTBEHHOTO
oIpenesieHus mokasartesis mpotenHa S coctaBuiia 70% IQR (59-
85)%, nntepBan — 50-98%. CHMKeHMEe aKTUBHOCTH MPOTENHA S
BBISIBJIEHO Y 36% malineHToB (8 neBouek, 4 MaabunKa). BeIsBIeHBI
CTaTUCTUYECKHU 3HAYUMBbIE PA3IMUMsI MEX Y IpynnaMu Habo-
JIeHU 1 TI0 YPOBHIO KosinyecTBa npoTenHa S (p = 0,010) c Hau-
MeHbIIMM ypoBHeM y neteii ¢ HIACT.

VpoBeHb (pakTopa Buinedpanma ucciaeaoBaau aasi OUEHKU
9HIOTEANATbHON TUCHYHKIIMU. MenraHa ero 3Ha4YeHU i cocTa-
Buisia 90 (75, 99)%, unrtepsan — 52-191%. [1oBbIlIEHHBII YPOBEHb
axropa Buniedpanna (126,1%) BoisiBiieH y 4 TaliueHTOB (2 MaJib-
yuka 1 2 neBouku). CHUKeHHBIH ypoBeHb hakTopa Burebpanna
BBISABIIEH y 2 mauueHToB, Me — 90% IQR (75, 99)%, unrepsa —
52-191%. I1pu 5TOM y JaHHBIX JeTei HAOII04a1aCh HE3HAY M -
TeJIbHasI TUTIOKOATYJISIIIU ST TT0 BHEIITHEMY TTYTU CBEPTHIBAHU ST
M TeMOpparnyecKuii CMHHAPOM B aHaMHe3¢e B BUIE HOCOBBIX KPO-
BOTEUEHUIA. DTU IMallMeHThl ObLJIM HallpaBJIeHbI Ha NaJibHelIee
o0crenoBaHue K TeMaToJory.

CHuXeHMe ypOBHs BUTaMuHa B, HUXe peepeHCHBIX 3Ha-
yeHnit (180-914 rir/mu) BBISIBICHO y TPETH NAllMeHTOB — B 31%
ciayuaeB (y 2 neBouek, 8 MaabunKoB). Menuana — 274 (205, 423)
nr/mia, uatepsai — oT 119 no 578 nr/ma. HemocratouHocTs
BuTamuHa B, (145-180 nr/mn) na6mionanacs B 12,1% cnyyaes
Y 4eTBEPBIX IeTeil — 3 MaTbunKoB U | teBouku. HTEepBan ypoBHS
BuTamuHa B, y atux gereit cocrasun 154-199 nr/mn. Bce onu
TIOAPOCTKMU.

Heduunt Butamuna By, (< 145 nr/mn) Boisasiaen y 15,1%
(4 MaJTBYNKOB-TIONPOCTKOB 1 1 MaTbuMKa MJIQIIIEeTO TKOJIBHO-
ro Bospacra). MHTepsan ypoBHs BuTamuHa By, y HuX coctaBu
93-143 nr/ma.

YpoBeHb TOMOIIMCTENHA y BCEX MALIMEHTOB ObLI B Mpeneiax
pedepeHCHbIX 3HaUeH M. OTKJIOHEHU I IPYTUX OMOXUMUUYECKUX
rokasarejieil Ha MOMEHT UCCJIeIOBaHU I BBISIBJIEHO He ObLIO.

06cyxpenue

KommaekcHBIi ToAXoa K IMarHOCTUKE HApYLIEHU T B CUCTEME
MJIa3MeHHBIX (PaKTOPOB reMocTasa 00ecreynBaeT TIIATEIbHY 0
OCHOBY IMaTHOCTUKU TTaTOJIOTMYECKHUX HapyILIeHU ! OJ1aronaps
HCTIOJIb30BaHNIO KITMHUYECKHUX U JTAOOPATOPHBIX METOIOB UCCIIe-
IOBaHUS. Pe3ynbTaThl MFHCTPYMEHTAIBHOI JTUATHOCTUKHU CITYKAT
TOTTOJIHUTEJIbHBIMU KPUTEPUSIMU TSI OLEHKH YCTAHOBJICHHBIX
HapyLIeHUN.

[TosryyeHHbIE pe3yabTaThl MYJIbTUIIPO(ECCUOHATBHOIO MO~
X0J1a TTO3BOJISIT YCOBEPIIEHCTBOBATD aJITOPUTM AUATHOCTUKU
pa3JMYHbIX HAPYIIEHUI B CUCTEME FreMocTas3a y IeTell ¢ pas3-
JIMYHBIMU 3200JIEBAHUSIMU.

JIlmarHoCTHKa, MPOTHO3MPOBAHME U ONITUMU3AIIUS CITOCOO0B
KOpPPEKIIMY TaKMX UBMEHEHHU I TeMOCcTa3a UMEIOT BaXKHOE TEO-
peTudecKoe 1 MpakTHu4deckKoe 3HaueHue. PaboT, TOCBSIIEHHBIX
W3YUYEHU IO ITPOOJIeM HapyLIEHU T CUCTeMbI TeMOCTa3a y Teiuart-
pUUYECKUX MAllUEHTOB, a TaAKXKe B3aUMOCBSI3U CUCTEMbI T€MO-
KOATryJISIIUU U TTATOJIOTUU CEPAEIHO-COCYIUCTON CUCTEMBI,
HacJIeICTBEHHBIX MOHOTEHHBIX CHHIPOMOB, Op(haHHBIX 00JIe3HEH,
HemocTaTouHo. [1pu mprMeHeHn U pa3paboTaHHON MYJIBTUIUCITN-
IUTUHAPHOM TEXHOJIOTUY TTOTYYeHHBIE NCCIIeTOBAHUST TIO3BOJISIT
nepcoHUGUILIMPOBATh AAJbHEWIIUI aITOPUTM OOCIEA0BAH U ST
MalMeHTOB, BEIOPATh TAKTUKY HAOIIONEH M.

BoisiBieHHbIE U3MeHeHU s aKTUBHOCTHU 0enkoB — EAK Tpe-
OYIOT AMHAMMWYECKOTO HAOIIOACHUS B MUHAMBUAYaIbHBIX CITY-
yasx (mpu pa3BuTus nedununta). B HacTosiee BpeMs usydyeHune
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TeHHBIX MTOJIUMOP(PU3MOB — OCHOBA MIPEIUKTUBHON METUIIN-
HEI. [TorydyeHHBIEC B paboTe pe3yIbTaThl MOATBEPANIN BEAYIIYIO
POAb MYJABTUITPOGECCUOHAIBHOIO TTOX0Aa B 00CIeIOBaHU
M CTPATETUH BEICHUS MMAIIMEHTOB C pa3JIMYHOM MTaTOJIOTUCHA.
He nuarHocTupoBaHHBIE CBOEBPEMEHHO U3MEHEHU S B paboTe
EAK y TakuX maumeHTOB MOT'YT He TOJIBKO YCYTyOUTb Iporpec-
CUPOBaHUE OCHOBHOTO 3200JIeBaHU I, HO U CITIOCOOCTBOBATD pa3-
BUTUIO OCJIOKHEHU U U TPOMOOTUYECKUX COOBITUI Y MAIIMEHTOB
C pa3IMUHbIMU 3200JI€eBAHUSIMU HEPBHOI, CEPACYHO-COCYIUCTOM
CUCTEM, a TaKXKe C HaCJIeACTBEHHbIMU MOHOT€HHBIMU CUHIPO-
MaMu U HeauddepeHLIMPOBaHHOM TUCIIa3Uei COeAMHUTEb-
HoIt TKaHU. [TallMeHTHI ¢ BBISIBACHHBIMU OTKJIOHEHUSIMU ObLIU
HaIlpaBJICHbI Ha KOHCYJbTALIWIO K Y3KUM CHEIIMaInuCTaM sl
KOPPEKIINU BBIIBJICHHBIX HAPYIIEHUA.

3aknouenune

Pe3ynbrarel najibHeIMX 3TANIOB UCCIEAOBAHUS HA O0JIb-
et BbIOOPKE eTeil MO3BOISIT 0003HAYUTh TePANIEBTUYECKUE
NUAana3oHbl JJ151 TepeKII0UeHU I Teparuu MeX1y pa3JIudHbIMU
npenapaTaMu pv aHTUKOATYJISIHTHOM U COMYTCTBYIOLIEH aHTU-
arperaHTHOI Tepanuu.

BeneHue manueHTOB ¢ MaToJioTueil cepiedHO-COCYAUCTOM,
HEPBHOU CHUCTEM, a TaK>Ke HACJIEACTBEHHBIMU MOHOTEHHBIMU
CUHAPOMaMU U NUCILJIa3Uei COCNIUHUTEIbHOM TKAHU, COIIPO-
BOXAaloleiicss maTodu3noJIoTuYeCKUMU U3MEHEHUSIMU —
SHIOTENNATbHON NUCHYHKIMEH U OTKIOHEHUSIMU B CUCTEME
EAK, KkoTopbI€, B CBOIO OUepeib, MOTYT OOYCJOBUTD HAPYILIEH U S
B Kackajie akTUBaluu (akKTOpOB CBEPThIBAaHUSI, HEOOXOIMMO
OCYIIECTBISITh HA OCHOBAHUY MIPUHIIATIOB MYJBTUIUCIIUTLIIN-
Hapsoro roaxozna. [l

KOHOAUKT MHTEPECOB. ABTOpbI CTaTbM MOATBEPAMAK OTCYTCTBUE
KOHAUKTA UHTEPECOB, O KOTOPOM HEOOXOAUMO COOBLLMNTD.
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