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TOB, MOKET CIIOCOOCTBOBATH PA3BUTHUIO TPOMOO30B, CIIas-
My COCYAOB, HApPYUIEHUIO MUKDPOIVPKYJIAIIVN.

M3BecTHO, UTO B TPOMOOIIUTaX C IIOMOIIIbIO (DepMeEH-
ToB N-arerunarpancdepasbl U TUAPOKCUNHAOJ-O-MeTHII-
TpaHchepasbl OCYIECTBIAETCA CUHTE3 M3 CEPOTOHUHA
TOpPMOHA MeJIATOHUHA, UT'PAIOIIero BaXKHYIO POJIb B IIPO-
Imeccax afalTalluy, PeryJAnuU NesATeJIbHOCTH HEePBHOM,
SHIOKPUHHOM, UMMYHHOI cucTeM opranuama. MccenoBa-
TeJIN PAcCMaTPUBAIOT 9KCTPANMHEAJNbHBIN MeJaTOHUH
KaK CUTHAJBLHYIO MOJIEKYJIY IJIA JOKAJbHON KOOPAUHA-
IUU KJIETOUHBIX (QDYHKIUN U MEKKJIETOUHBIX CBA3EH.
MenaToHMH ABIAETCA OSHUM M3 CUJILHEHIIINX DHIOTeH-
HBIX TIOTJIOTUTEJIell CBOOOIHBIX PagUKaJIOB, 3aIUIasd
KJIETKN U TKaHU OT OKUCJIUTEJNHHOIro cTpecca. MHrH-
OUpyA IIMKJOOKCUTeHA3y TPOMOOIIMTOB U IPOAYKIIUIO
TpoMOoKcaHa B,, MeraToOHWH ob6nafaeT aHTHArperas-
THBIM JeiicTBueM. Bazopumarupyomuit apderT meaa-
TOHMHA OCYIIECTBJIAETCA IIOCPEJCTBOM YMEHbIIEHUS
YPOBHA TUAPOIIEPEKNCH, MHIMOUPYIOIIEro NefCTBUSA Ha
akTuBHOCTH, NO-CHHTa3bI, IOIABJISIOINIEr0 IeHCTBUA
HA Ba30KOHCTPUKTOPHBIA ddhdeKT HopagpeHaJIUHA U
ceporonmHa [15].

Ucxonmsa u3 BBIIIIECKA3aHHOTO, MOYKHO IIPEJIIOJNO-
JKUTD, YTO CYILIECTBYET OIIPe/ieIeHHOe PaBHOBECHIE MErK-

Iy CeKpellyeil CepoTOHUHA W CHUHTE30M MeJaTOHUHA B
TpoMGOIIUTaX. B yCIOBUAX XPOHUUYECKOH T'UIOKCUU
9TOT OaJlaHC HapyIlaeTcsd, U3OBITOUHAS CEKDPelusd ce-
POTOHWHA aKTUBUPOBAHHLIMH TPOMOOIIUTAMU BJIEUET
3a co00¥1 CHUIKEHUe CUHTe3a MeJIaTOHMHA. Y MeHbIIIeHNe
BBIPAOOTKM MeJaTOHWHA MPUBOAUT K OTMeHe aHTUar-
PEeranTHOTO, Ba30AUJIATUPYIOIIETO0 M aHTUOKCUIAHTHO-
ro s(pexTos.

3aKJa0uYeHne

Taxkum o6pasoM, OlleHKa (WYHKIIMOHATBLHON aKTUB-
HOCTH TpomOonuToB y gereii ¢ 3BYP MmokeT OBITH
UCIIOJIb30BAHA KaK WHIUKATOD IJIUTEIHHOCTU U TSMKeC-
TU IIepeHeCeHHOU M'uIoKcuu. BrigBiieHHbIE 0COOEHHOCTH
(PYHKITMOHATBHOTO cocToAHUsA TpombormrToB B BTII u
ITK mMoryT cBUIETENIHLCTBOBATH HE TOJIBKO 00 U3MEHEHUN
PEIenTOPHOrO ammnapara KJIeTKU, HO U O HapyIIeHUU
Merabosm3aMa B caMux TpoMmbormurax. IIpoBemeHHOe
HCCIeIoOBaHNE TaeT BO3MOYKHOCTH YIJIYOUTBH IIPEJCTAaB-
JIeHUe O POJIM M3MEHEHWII TPOMOOIMTAPHBIX (hYHKIIWH
B reHe3e HEBPOJIOTUYECKUX DPACCTPOMCTB M HAPYIIEHUH
MUKPOIUPKYyAAnun y aereii ¢ 3BYP, uTo packpniBaeT
TIePCIEeKTUBBl Pas3paboTKM IIATOTEHETUYECKUX IIOAXO-
OB K Ipo(UIaKTUKE U JIEUeHUIO.
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TEMOPPATUYECKUE ANCOUBPVMHOIEHEMUU

N APYIUME HAPYHIEHUSA OOOEKTMBHOCTU KOHEYHOI'O
OTATIA CBEPTBIBAHUS KPOBU Y AETEM C CHUHAPOMOM

CUCTEMHOM ME3EHXUMAABHOM AUCIIAA3UU

HOBOCI/I6I/IpCKaH TOCypAapCTBeHHAsI MeAUIIMHCKAA aKaAeMUsd, PO

Juchuépunorenemuu (J{PI') — cTpykrypHble aHoMaauu (huOGPUHOreHA BPOMKIEHHOTO HIIH IPHOOpe-
TEeHHOTO reHe3a. Majgasi 0CBeJOMJIEHHOCTh KJIWHMI[MCTOB O JAaHHOH NATOJOTHMM NPHUBOAUT K YaCTOH
HeJOOIleHKe HapyNIeHWii KOHEYHOrO 3Talla CBEPTHIBAHHMS IPH NEPBUYHON JMATHOCTHKE HapyHIeHWI
remMocra3sa y feteii. B craThe mpecTaBiIeHbI pe3yJbTAThl KOMILIEKCHOTO 00cienoBanusa 165 manuenTon
¢ HapyIIeHUSIMM CBePTHIBaHUA (HacJaeqCTBeHHbIe TpoMOonuTapHsbie nuchyHKnu, remopuans A, remop-
parumdeckuii BacKyauT, xpomdeckuii /[IBC-cmHapoM), mporekaromue B YCIOBHUIX IeMOPPAaruvecKoi
rematomMe3zeHxumMaabHOM qucniaazuu ('MJI). loka3zaHo, YTO B OCHOBE HAPYUIEHU reMoCcTa3a y MOJAaBJId-
IoIIei KOTOPTHI MAIMEeHTOB JeKUT CHUKeHue dddexkTuBHOCTH hHHAIBHOTO 3Tana GUGPUHOTEHE3a, Yale
BCero Ha YPOBHE IPOIECCOB IOJMMepH3anuu (puGpHMH-MOHOMEpOB, cBA3aHHBIX ¢ [PI. Hcxoms u3
NaTOreHeTHYEeCKUX BapHaHTOB aHoMmauauu ¢akropa I, mpeanaraercss mporpamMMa TepameBTHYECKOM
koppeknuu @I, B TOM YuciIe ¢ HCIOJIHb30BAHMEM PEKOMOWHAHTHOrO (pUOPMHOTreHA M MOJYJISATOPOB
MeTa00In3Ma Me3eHXMMAaJJIbHBIX IPON3BOTHBIX.

Dysfibrimogenemias (DFG) are congenital or acquired anomalies of fibrinogen structure. Low
awareness of practitioners about this pathology leads to underestimate of final clotting pathology during
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primary diagnosis of clotting disorders in children. Article presents the results of complex examination
performed in 165 children with clotting disorders (hereditary platelet dysfunctions, hemophilia A,
anaphylactoid purpura, chronic DIC-syndrome) combined with hemorrhagic hematomesenchymal
dysplasia (HMD). Authors showed that low efficacy of final fibrinogenesis stage, mostly up-to-date of
fibrin-monomer polymerization connected with DFG, underlies in clotting disorders in the majority of
cases. Reasoning from pathogenetic variants of factor 1 anomalies authors propose the program of
therapeutic DFG correction, including usage of recombinant fibrinogen and modulators of mesenchymal

derivates metabolism.

B Buay mHOroo6pasus u IOJUMOPMHOCTH HapY-
HIeHU# KOoaryJjdanuu IIpU TIeMaToOMe3eHXUMaJbHOU
nucttaszuu (I'M]I), GOJBINIMHCTBO MCCJIENOBAaHU aK-
IIeHTUPYIOTCA Ha OTKJIOHEHMAX OT (PM3MOJIOTHUECKO-
IO TE€UEeHUS JIUIIH OTJEJHHBIX 3BEHbEB I'eMOCTa3UO0JIOI -
YecKOro Kackasia (B 4aCTHOCTH, PeaKIIuii ToJIMMepUsaIiiy
(ubpuH-MOHOMEPOB, akTUBHOCTU (hakTopa XIII B rene-
panuy cTabuibHOrO (UOPUHOBOTO CryCTKAa, 9(QdEeKTHUB-
HOCTU (PYHKIIMOHUPOBAHUA (DUOPUHOJIUTUUECKON CHUC-
Tembl) [1]. B HacTosAIIEl paboTe aKIEHT B PACIIOSHABAHUYI
XapaKTepa HapyIIeHUH IeMOCTa3MOJIOIMUECKUX IIpoliec-
COB TIPU CHCTEMHOI MedeHXuMaibHOU nuctiasuu (CMII)
cIesaH Ha OIleHKY (DMHaJIBLHOIO dTara IIpoliecca reHepa-
uuu ¢GubpuHa.

IMenu — maTth, xapaKTEPUCTUKY M3MEHEHUU B CHUC-
TeMe reMocTasa IIpu Haubojee pPacIpoCcTpaHEeHHBIX BU-
max CM]I, HacieqCTBEHHBIX TPOMOOIIUTOIIATUAX M KOa-
T'yJIONIaTUAX, ONPEJIEIUTH OCOOEHHOCTY KOHEYHOTO dTara
CBEPTHIBAHUA IIPU YKaBaHHBIX CABUTAX, YTOUHUTDH IIa-
TOreHe3 M BapuaHTHBIE (POPMBI AuchHUOPUHOTEHEMUIA,
HaMeTUTL OCHOBHBLIE IIyTHU HANPaBJIEHHON KOPPEKIIUU
BBISIBJIEHHBIX HaPYIIIEHUI.

Marepuajbsl 1 METOABI HMCCJIETOBAHUA

i yTOUHEHUS YaCTOThI BOSHUKHOBeHU s auchuo-
punorenemuu (JPI'), a TakKe poJi U MecTa ee B IIa-
TOJIOTUM CBEPTBHIBAHUS KPOBM BCEro OBLIO 00CIemOBAa-
"o 200 meTeit pasaIMUHOTO Bo3pacTa U IoJa ¢ HauboJiee
PacmpoCTpaHeHHBIMH I'eMOpPparnuyecKuMu 3a00JieBa-
HUAMUI ¥ CUHIPOMAME HACJIEJCTBEHHOI'O U IPHUOOPETEH-
HOTr'O reHesa.

KoMIIeKCHBIN ITOAXO0M K OI[eHKe COCTOAHMS CUCTE-
MBI T'eMOCTa3a I03BOJINJ BBIABUTH KOHKPETHBIE (POP-
MBI IIATOJIOIMY CBEPTHIBAHUS KPOBU M B COBOKYIIHOCTH
C XapaKTePHBIM THUIIOM KPOBOTOUMBOCTU M MMEIOII[e-
CS IIPU IIEPBUYHOM HCCIELOBAHNY KJINHIYECKON! CUTya-
11ei BBIAEIUTD CIAeAYIoIre 4 rpyInbl 60JbHBIX (Tab. 1).
1-a mpenacrasiena 109 mammenTamMu ¢ HacJaeICTBEHHOM
TpoMOoIuTapHOii fucyuriueii. s aux y 37 (33,9%)
MMeJIM MECTO XapaKTepHble KINHNUYeCKNe 1 1a0opaTop-
Hble IpusHaKu Heau(@epeHIMPOBAHHOIO BapHaHTAa
CM/]I, uro OBLIO MOATBEPIKAEHO B KOHCYJIbBTATUBHOM
MeINKO-TeHeTHUeCKOM IeHTpe. ¥ OCTAJbHBIX 72 00Jb-
HbIX nposasaenuda CM]IL orcyTcTBoBaiu. B obeux ykKa-
3aHHBIX IOAIPYIIIaX B KJIMHWYECKOM KapTuHe 3a00-
JIeBAHNS JOMUHUPOBAJ 00JIee NI MeHee BhIPaKeHHBIN
MMeTeXNaJbHO-IIATHUCTLIA THUI KPOBOTOUYMBOCTH. Ilpu
atrom y 87 (80,97% ) mereit penuauBUPOBAIUA HOCOBBIE
KpoBoreuenus, y 22 (20,7% ) uyacTo BO3HUKAJIU MHO-
JKECTBEHHBIE YKXMMO3BI HA KOMKHOM IIOKpoBe My 17

(10,9%) — w™MHOTrOYHCJIEHHBIE IIeTeXWU Ha KOXKe u
BUAUMBIX CJIHMBUCTHIX oOosioukax. Hapsanmy ¢ stum y
19 (17,7%) nmeBoueK BBIABJIEHBI HPOTOIKUTEIbHBIE
aHeMU3UPYIOIle MaTOUYHble KPOBOTEUEHUSA, IIOBTOP-
HbIe 9TIM30bl TeMaTypuu mocJe TpaBMbl — y 2 (1,6%)
Ierell (y OZHOrO M3 HUX MMeJa MECTO MaKpOoreMarTy-
pus). BaikHo TakKe MOAUEPKHYTh, UYTO ¥ OOJBIIUHCT-
Ba 00CJI€JOBaHHBIX TeMOpparnyecKue sIu30bl BOSHUKA-
JIN TIOCJIe MUHUMAJIHLHOTO TPABMUPYIOIIETO BO3IEHCTBUS
(HampuMep, IPU HAJOYKEHNMU MAaHYKEThI 3JIEKTPOHHOTO
TOHOMETPA, HOIIIeHuU Tyroii oje:xkanl). IIpu arom 81 us
107 (75,5% ) mereii GBLIN TOCTUTAIN3UPOBAHBI AJIA YTOU-
HEHUsA TeHesa PelUIUBUPYIOIIEr0 I'eMOPParundecKoro
cuagpoma, 23 (21,6%) — c IeJbI0 OKA3aHUSA 9KCT-
PEeHHOII TOMOIIU 13-3a BHIPAKEHHOH KPOBOTOUYMBOC-
™, 3 (2,9%) — B CBA3U C IPEICTOAIINM XUPYpPTrUUec-
KHM BMeIIIaTeJIbCTBOM II0 IIOBOY OCTPOM XUPYPIrUUeCKOi
IaTOJIOTUN.

Bo 2-10 rpynmy Botiu 18 60abHBIX reMobuaneis A
(v 73% tamenas, y 27% cpeaHeil cTelleHU TKECTH),
U3 HUX Y 8 HapAAy ¢ TeMaTOMHBIM THUIIOM KPOBOTOYM-
BOCTH HEPEAKO BO3HUKAJIU SKXMMO3BI U IETEeXUU Ha
BUAUMBIX CJIM3UCTHIX 000J0UKaX M KOKHOM IIOKPOBE,
yTO0 OBLIO 00ycioBJeHO comyTcTBylomieit CMJI. Ilpu
JieueHUU TeMO(pUINYEeCKUX KPOBOTEUEHUHN U IJA UX
OpoPUIAKTUKYU HKCIIOJH30BAIU KOHIIEHTPAT (axTopa
VIII (KoosiiT [IBUM), pe:xke Kpuompenunurar. VHruom-

Ta6auua 1

Pacnpenesienue GOJBHBIX C YUIETOM OCHOBHOM
(gopMBI NMATOJOTHMH TeMOCTa3a

T'pymnnsr o6ciiefoBaHHBIX KonnuectBo

1-a rpynna — HacjaenCTBeHHAS
TpoMbonuTapHasa AUCHYHKIUA,
B T. Y.: 109
HacJIe/ICTBeHHAasA TpoMboIuTapHas

37
muchyurusa ¢ CM]]
HacJIeNCTBEHHAA TpoMOOIUTapHas 79
nuchyurmus 6es CM]]
2-g rpynna — HacJieICTBEHHbIEe 18
Koarysonatuu (remoduansa A)
3-4 rpymnma — reMopparuyecKuii BAaCKYJIUT 28
4-g rpynma — OCTPBIH (IOZOCTPHIH) 46
OBC-cungpom
KonrponpHasa rpynma 100
Wroro 301
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Tophl K pakTopy VIII He BHIABIEHBI HU B OJHOM U3 8
HaOJIIOJeHU.

3-4 rpyIIma mpeacTaBaeHa 28 1eTbMU ¢ MPOSABISHUSIMU
reMopparudyeckoro BackyJaurta (6osesub Illennmeiitna —
Tenoxa). ¥V 13 u3 HHUX, IIOMHMO BACKYJIUTHO-IIYP-
IIyPHOII TeMOPParuuecKoii ChINIM, OAHOBPEMEHHO OBLIN
0o0HApPY:KeHbI TaKUe «JIUIITHUEe» JIA JaHHOTO 3aboseBa-
HUS CUMIITOMBI, KaK SKXUMO3bI, UTO OBLIO O0BACHEHO
HaumuueM GoHoBoit CM]I. B anamMHese TakKe NMEJINUCH
YKasaHUs Ha IOBBIIIIEHHYIO « CHHAYKOBOCTb» 1 Me/IJIEH-
HYIO SIUTENN3aIUI0 PAHEBBIX Ae(EeKTOB Ha KOKHOM
TIOKPOBE B 9TOM MOATpYyIIIe AeTeii. B xome HabomeHnsa
oOpalliajy BHUMaHWE B3aTAKHON XapaKTep KOKHOTO
reMOpParuyecKoro CUHAPOMA, IOBTOPHBIE SIIU30IBLI a0-
JIOMUHAJIBHBIX 0OJIell y Bcex HeTeli ¢ COMYTCTBYIOIEH
CM[]I, uTo coriiacyercs ¢ ZJaHHBIMU JUTepaTypsl [2, 3].
B sleuenum remMopparuyeckoro BaCKYJINTa MPUMEHSIN
dpakcunapuH, esarperaHThbl, IpernapaTbl HUKOTHHO-
BOM KUCJOTHI, B Haubojee TMKEIbIX KINHUYECKUX
cUTyaluAx — TPaHCHY3UU CBEIKE3aMOPOKEHHON ILIas-
mbI (C3II), JeuebHBIH IazMadepes.

4-10 rpynny coctaBuiu 45 GOJIBHBIX C OCTPBIM (II00-
ctpbiM) JIBC-cuHAPOMOM, KOTOPBINI BO3HUK B PaMKax
TSAKEJIOT0 CeICHCa C ABJIEHUAMU HMHQPEKIMOHHO-TOKCHU-
yeckoro 1oka (30 60JIbHBIX), COUETAHHOTO IIOJUTPaBMAa-
Tu3Ma (13 OGOJBLHBIX) M OTPABJIEHUS JIEKAPCTBEHHBIMU
mpemapatamu (2 HabaomeHud). Hapany ¢ cuMmmToMaMu
0a3MCHOM IATOJOTUM, Y BCeX OOJbHBIX HAOJIONAINCH
uieMuueckKue (TpoMOOTHUECKUE) IPOABIEHUS, UTO
BBIPAYKaJIOCh B BUJEe AUCHYHKIINY BUTAJbHBIX OPTaHOB.
VY '/, u3 HUX WMeNuCh NPUBHAKU I'eMOPPAaTrUYecKOoro
CHUHAPOMa MUKPOIMPKYJIATOPHOIO, PEyKe CMEeIIaHHO-
0 THUIOB.

Koppekiuio BBIABIEHHBIX HAPYIIEHUH B CHUCTEME
reMoCTa3a OCYIIECTBJISIN II0 OOIIeIPUHATHIM IPUHITU-
maM — 3aMmecTuredbHble TpaHchysuu C3II BmecTe ¢
dpakcunapuuoM (B gose 100—250 antu-Xa EIl/Kr/cyT
c1ocob0M KPYTJIOCYTOUHON WHGOpY3UU), nesarperaHThl,
110 MOKAa3aHUAM JOIOJHUTEIHHO UCIIOJIb30BAIU IIOJIH-
BaJIeHTHbIe MHTUOUTOPHI IIpoTeas (amporeHuH mo 10—
15 TeIC en/Kr/cyT), mOHOPCKMe TpomOoruThl (1 mosa
Ha 7 KI Macchl Teja), JieueOHBIH Iasmadepes.

B xouTpospHyo rpynny Boriu 100 300pOBBIX AeTel
0e3 IPM3HAKOB KPOBOTOUMBOCTY B aHAMHe3€e U YKa3aHU
Ha TIPOABJIEHUS TeMOPParnuuyecKoro SKBUBAJEHTA Yy WX
KPOBHBIX DOJICTBEHHUKOB.

CocTosiHMEe CHCTEMBI TeMOCTa3a OLeHWBAIM Ha 6ase co-
BPEMEHHBIX JIaﬁOpaTOpHLIX Hp06, TEeXHOJIOTUA BBIIIOJTHEHUA
KOTOPBIX U3JIOKEHA B METOJUUYECKUX PYKOBOJACTBaX BEAYIIIUX
OTEeUEeCTBEHHBIX I'eMOCTasmooros [4, 5]. OmHOBpeMeHHO Huc-
IIOJIB30BAJIX TECTHI C AJOBBIMU I'€eTEPOTE€HHBIMU KoaryJjgasaMu
o JI.II. ITeiekuHO# (1997—2001), a TaKKe METOLBI OIeHKHU
3 dHeKTUBHOCTU caMOCOOPKYU MOHOMEPOB (prOpUHA — TECTHI
ayronosumepusainuu (mo Beimmesckomy A.IIL., 1991) u rere-
pononumepusaruu (o Cyxauosoii I'.A., Ileperynosoit H. 1.,
1994) nns BEIABIEHUS HapYIIEHUH HA KOHEYHOM 9Talle CBep-
ThIBaHUA KPOBU. HpI/I IIOCTaHOBKE€ TECTOB IIPDMMEHEHBI PeaK-
TuBbl pupMbel «Texuonorusa-Crangapt» (r. Bapuaymn), HII®
«PEHAM» (MockBa).

HUccrenoBanus IPOBOJUIIU C IIOMOIIBIO OIITUYECKOTO Te-
mokroaryaomerpa CGL 2110 «Comap» (Besnapych) u JasepHo-

ro aHaJAM3aTopa MHUKPOUYACTHI[ THUIIA arperoMerp MOZeJHn
«JIACKA-2K» (HII® «Jlromekc», r. CaukTt-IleTepOypr).
CraTucTryecKyio 06paboTKy pes3yJbTaTOB MCCIeIOBAHNS
MIPOBOAWIN C IIPHUMEHEHNEM IIaKeTa IPUKJIALHBIX IPOrPpaMM
Statistica 6.0 B cpege Windows' 98 na 6ase PC Pentium 133.1.

Pe3yabpraTsl m ux 00Cy:KIeHUE

IIpu mpoBeneHNY pacIIUPEeHHOTO KJINHUKO-1abopa-
TOPHOTO MOHUTOPUHTA CUCTEMBI T€MOKOATY AU ObLIN
BBISIBJIEHBI CJIEAYIOINE XapaKTepHble M3MEHEHUs Iia-
paMeTpoB CHCTEMBI TeMOCTa3a B Ipymmax o0cJieloBaH-
HBIX meTeit (tabu. 2, 3).

HesarperanioHHbIe HAPYIIIEHUA TPOMOOIIUTAPHO
aKTUBHOCTH y OOJIBHBIX C HAacCJEeICTBEHHOIN TpoMOO-
nutonarueil u npoasiaeHuamMu CM]II (1-a moarpymma)
XapaKTepus30BaJuCh YIJWHEHHEM BpPEMeHH arpera-
nuu TpomooriuToB (Tp) Ha Bce UCIOIb3yeMble CTaHIAPT-
Hble (HUBUOJIOTUYECKUEe UHIYKTOPHI arperanuu U yme-
PEeHHBIM, HO 3HAUMMBIM CHUKEHUEM aKTHUBHOCTHU 3-TO
miaactTuH4YaToro ¢axrtopa (3IIP) B mimasmMe KpoBU —
B cpequeMm Ha 15—20% oOT HOPMBI.

WM3meHeHUA B KOAryJAIUMOHHOM B3BEHE CHUCTEMBI
remMocTasa 1o JaHHBIM 0a3MCHBIX TECTOB IPAKTUYECKU
OTCYTCTBOBAJIU, UTO TaKyKe CBOMCTBEHHO HAHHOI (op-
Me TmaToJioruu. J{OHMOJHUTEIBHO Y BCEX MAeTeil ObLIn
BBITIOJIHEHBI KOATYJIAIMOHHBIE TECTHI C T€TEPOTeHHBIMU
KoarysazaMu. IIpu 9TOM yUYUTBHIBAJIOCH, UTO AN IITATO-
MODPJHUKA OOBIKHOBEHHOTO (QHIIMCTPOJOHOBHIN TECT,
ATIT) BrI3BIBaEeT Koaryuadnuio (GubpuHoreHa 6e3 ydac-
TUA OPYTUX CBEPTHIBAIOIIUX OEJIKOB, X 9()bI MHOTO-
yenryiiyaToii (9XUTOKCOBBIH Tect, 9XT) arkTuBHpyeT
IIPOTPOMOMH, a s T'IoP3bl O0OBIKHOBEHHOMH (J1e6eTOKCO-
BeIl TecT, JIET) B KoMIIeKce ¢ MOHAMM KaJbIUSa U
dakTopom Va — daxtop X [6—8].

YcTaHOBIEHO, UTO IIPU COYETAHUU HACJEICTBEH-
HOM TPOMOOIIMTOIIATUM C KJIUHUUYECKU BSHAUMMBIMU
npoasaeHuaMu CM]J[ mmeeT MeCTO M30JUPOBAHHOE
yIJIVHEeHNEe aHIMCTPOJOHOBOTO BPEMEH! — B CpeJHEeM
B 1,4 pasa mo cpaBHeHmio ¢ KouTpoJsem (p<0,001).
YacToTa BCTpPEUAaeMOCTH MAHHOTO IIPU3HAKa OKasa-
Jach BBICOKOM — 92%, M coxpaHsjcs OH B TeueHUe
BCEro mepuoja HabJIoNeHNA, HECMOTPA Ha MCIIOJIb30-
BaHME PYTUHHOU T'e€MOCTAaTHUYECKOU Tepanuu (JUITH-
HOH, aCKOPYTWH, aMUHOKAIIPOHOBas KUCJOTa U AP.).

OfHOBPEMEHHO Y BCEX ITAIIMEHTOB OTMEUEHO YBEJIu-
YyeHUe CKOPOCTU ayTOIOJUMepPUu3auu MOHOMEPORB (hub-
puna (M®) — B cpegueMm B 1,5 pasa 1o CpaBHEHUIO C
KouTposeM (p<0,01) mpu HOPpMAJIHLHON CKOPOCTHU TeTe-
pomonumepusanuu M®, 4To MOATBEP:KIAET OTCYTCTBUE
B HCCJIeLyeMOi IIadMe MHTMOUTOPOB IIpoliecca IIoIrMe-
pusaniuu M®.

Ha ocHOBaHUU MONTyYeHHBIX JAHHBIX MOKHO T'OBO-
PUTH O TOM, UTO U3MEHEHHUS B CHCTEeMe remMocTrasa y
naruenToB ¢ CM]I saTparuBaloT He TOJBKO aKTUBa-
nuio Tp, HO U KOHEUHBIH 3TaIl CBEPTHIBAHUA KPOBH.
IIpu sToM moKasaTesu IJIO0ANTbHOI KOaryJasaIlMOHHOI
aKTUBHOCTH OCTAIOTCA WHTAKTHBIMIU.

VY nmereii, He umeBmux mpusHakoB CM]I (2-a mox-
rpymnma), CKOpocTh ayTo- U rerepononumMepusanumu MdD
COOTBETCTBOBaJIa KOHTPOJbHBIM HOopMatuBaM. OmHAKO
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Tabauua 2

Pe3yanbTaThl HCCIETOBAHUA SAMOBBIX TECTOB M CKOPOCTH moauMepusamuu MD
y OOJBHBIX C HACJEACTBeHHBIMH AedeKTaMH B CHCTEMe reMocTasa

1-a rpynma 2-s1 rpynna KouTrponbHas

Iloxasaremm 1-a nogrpynma | 2-s moarpynma | 1-s moprpynma | 2-s MOATDPYIIA rpynua

6es CMII (n=72) | ¢ CMII (n=37) | 6es CMI (n=10) | ¢ CMII (n=8) (n=100)

DuOPUHOTEH, T'/JI 3,2+0,2 3,4+0,3 3,2+0,1 3,4+0,2 3,1+0,1
TpomOuHOBOE BpeMs, C 14,8+0,3 14,7+0,3 14,6+0,7 14,7+0,5 14,5+0,1
POMK, mMKr/Ma 37,6+0,2 37,9+0,3 31,3+0,1 32,8+0,7 38,9+0,6
JlebeTOKCOBBIH TECT, C 29,2+0,7 30,1+0,9 27,6+1,5 27,3+1,9 29,5+0,7
DXUTOKCOBBIH TecT, ¢ 28,8+0,4 29,6=+0,6 27,9=1,7 36,2+1,99 2 28,6+0,3
AHICTPOLOHOBLIN TECT, C 29,2+0,6 35,7+0,8D-2 30,2+1,1 35,9+1,5 2 30,0+0,4
Ayrononumepusanus M®, ¢ 13,2+1,6 19,7+1,8Y 10,7+1,2 25,0+2,62 12,5+1,2
T'ereponnomumepusanusa M®, ¢ 14,5=+1,5 15,1+1,3 14,5+1,0 12,3+1,3 12,8+1,4

3mech 1 B TabJi. 3: JOCTOBEPHOCTH Pas3Inums: V) Ipyu cpaBHEHUH IOKa3aTesell ¢ KOHTPOJIbHOM rPyIoii, 2 Ipyu cCpaBHEHUN

moKasaTejieil Mex Iy MOArPYIIIaMu.

Tabauua 3

Pe3yapTaThl MCCIeTOBAHUS SIOBBIX TECTOB U CKOPOCTH mojmMmepusanuun Md
Yy OOJBHBIX ¢ MPUOOPETEeHHBIMH ned)eKTaMu B CHCTEMe IreMoCcTasa

3-a rpymnmna
Hoxasaren KouTpoapHasa rpynmna
1-a moArpymma 2.1 moprpymma | 4-4 rpymma (n=45) (n=100)
6es CMII (n=15) | ¢ CM]II (n=13)

DubpuHOreH, I/J 4,7+0,1Y 4,8+0,1Y 3,4+0,3 3,1+0,1
TpomMOUHOBOE BpeMs, C 14,1+0,2 14,6+0,2 25,0+0,5Y 14,5+0,1
P®MK, MKr/mu 110,0+10,0V 167,0+8,2V-2 243,5+0,6Y 38,9+0,6
JleGeTOKCOBEIN TecT, C 28,9+0,5 29,3+0,5 31,1+2,0 29,5+0,7
I9XUTOKCOBLIN TeCT, C 24,3+0,4Y 30,9+0,4"- 2 24,8+1,5 28,6=+0,3
AHIUCTPOLOHOBLIN TECT, C 26,9+0,2V 34,9+0,6" 2 27,2+2,1 30,0+0,4
Ayronosumepusanus M®, ¢ 7,56=0,1Y 18,3+0,3 2 18,3=1,0V 12,5+1,2
Terepononmumepusanua M®, ¢ 7,1+0,2Y 10,8+0,5 21,1+1,1Y 12,8+1,4

y 11% wu3 HuUX aHIIUCTPOJOHOBOE BpeMs OBLIO YIJIH-
HEHO, YTO CBUIETEJHCTBOBOBAJIO O HAJUYUU CKPBITOM
HPT ¢ HapylieHreM OTIEIIeHUA OT O-Ileleil MOJIeKY-
Jabl (pubpuHOreHa (GUOPUHONIENTUI0B A.

YV OoabHBIX rTeModuaueit (2-4 rpymmna) cucrema
reMoCTa3a XxapaKTepu30BaJiach TUIINYHOM N30JIUPOBAH-
HOUM TUIOKOATYJAINMEeH 0 JaHHBIM aKTHUBUPOBAHHOTO
nporpombuuoBoro BpemeHu (AIITB). Ograko mpu co-
nyrcrByiomieit eii CMJ] Hepeako oOHapysKuBajach
rumoarperamnusa Tp Ha MHOTMe HCHOJb3yeMble MHIYK-
Tophl arperanuu [9]. Menu MecTO TakKe OTUETIIH-
BbIe COABUTY Ha KOHEUYHOM dTalle CBEPTHLIBAHUS KPOBHU.
IIpu aToM IIpoBeeHHBIN YaCTOTHBIN aHaIM3 IIOKa3aJl,
uro y 92,3% oTHX meTeil yAJIUHEHO BPeMs CBEPTHI-
BaHUA B TeCTe C AJ0M IITUTOMOPAHUKA, V 76,9% —

c amgoM sl 1y 69,3% — B 00enx yKasaHHBIX Ipobax.
Hapsany c stum y 70% pgereii HabIi0qa/IoCh CYIIECT-
BEHHOE 3aMeJJieHue CKOPOCTH ayTOIIOJMMepU3aIuu
M® (p<0,001) mpu HOPMAJIBHOM BPEMEHH! TeTepOIIo-
JIUMepPU3aInuu.

ITockoabKy mIasMeHHbIE YPOBHU IIPOTPOMOUWHA U
ubpuHOTEeHa ¥ BCeX 00CIEOBAHHBIX OBLIM HOPMAJb-
HBIMH, TO B OCHOBE BBISIBJIEHHBIX CIBUTOB MOJKET
JIe’KaTh CTPYKTypHas aHoMainusa (paxrtopa I.

B mo1b3y mpaBOMOYHOCTH JAHHOTO IIPEAIOJIOMKEeHN
TOBOPAT U TaKue 00beKTUBHBIE (DAKTHI, KAK YCTOHWUNU-
BbIil xapakrep usmenenuit B 9XT, AIIT u cxkopoctu
ayrononuMepusanuu M®P, oTCyTCTBUE KOPPUTUPYIO-
IIero BJIUAHUA Ha AaHHBIE IMOKasaTeJlu KOHIeHTPaTa
daxropa VIII m BpeMeHHBINI KOPPUTHPYIOIIUN dd-
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deKT KpuonpenunuTaTa (IOCJAeTHUNA COOEPKUT B 6OIb-
IIIOM KOJnuYecTBe (hUOPUHOIEH).

IIpu remopparudyeckoM BacKyJuTe (3-s1 rpymma)
UMeJIM MeCTO XapaKTepHas BHYTPUCOCYIUCTAA TUIIED-
akTuBanua Tp u yBeJmueHUe IJIa3MEHHOM KOHIIEHT-
panuu daxTopa BuianebpaHna, TUIEPKOAryasaIusa IIO
mauabiM AIITB, runepgubpuHOreHEMUA W BBICOKOE
coJep:KaHue B IlIa3Me PacTBOPUMBIX (PUOPUHMOHO-
MepHBIX KoMmiltekcoB (P®MEK) (p<0,001). OmguHoBpe-
MEHHO y BceX 00JbHBIX 0e3 ¢doHOoBOIt CM]l perucTpu-
POBAJIOCH CYIIECTBEHHOE YCKOPEHUEe II0 CPABHEHUIO C
Hopmoii (p<0,001) Bpemenu cBepToiBanusa Kaxk B 9XT,
rak u AIT. OTu caBUTM coueTaIUCh C HapacTaHUEM
ckopoctu camocbopku M®P, mpuyeM KaK B peaKIUAX
rerepo-, TaK U AayTOIOJMMEPU3allUuU, UYTO BHI3ZBAHO
runepubpurorenemueir [3].

Bwmecre ¢ Tem B moarpynmne ¢ npoaBiaeHuaMu CM]]
00HAPYKUBAINCh NPUHIUINAJIBLHO HWHOTO HaIpaBJie-
HUA U3MEHEeHUs, UTO BBHIPA’KaJI0Ch B BUJE OTUETJIUBO-
ro 3aMeJJeHUs CKOPOCTH ayTromojmmepusaiiuu MO
II0 CPAaBHEHUIO KAaK C HOPMAJbHON BEJIUUYUHOU, TAK U
aHAJIOTUYHLIM IIOKasaTejieM y OeTeili 6e3 IIPU3HAKOB
CMI (p<0,001). ITapannenbHOo HabJIIOAATOCH SABHOE
IIPOJIOHTMPOBAaHNE BPEMEHU CBEPTHIBAHUS B TeCTax C
AZOM HIIUTOMOPAHUKA U 3(bl. YKasaHHAasd TUIIOKoary-
nanmonHasa HampaBieHHocTb B IXT um AIT umesna
MecTo v 84% MaInneHTOB U COXPaHANACH AJIUTEIbHO —
B TeueHUeE BCETo Ilepuoja HaOJIIoJeHUus, HeCMOTPS Ha
OCYIIleCTBJIEHNE aJeKBAaTHOM aHTUTPOMOOTHMUECKON
repanuu. [logo6HbIe M3MeHeHUs OOHAPYKUBAJIUCH U
B XOJle paHee IIPOBEJEeHHBIX HccJemoBaHumit [2].

ITockonbKy y Bcex 3TUX MAIMEeHTOB reMoppa-
TUYEeCKUH CUHIPOM TaKsKe MMeJ 3aTAKHOe TeueHue,
a 1o HayaJja HACTOSIIEro 3a00JIeBaHUA Y HUX HEPEIKO BO3-
HUKaJIN 9KXWMOBBI, TO YyCTOuMBBIe HapyieHus B IXT,
AIIT u crkopoctu ayromoauMepusanuu M®P MOKHO
o0bsacHUTh HamuuyueM ¢GoHoBou [PT.

IIpu mepBUYHOM HCCIEIOBAHUY CUCTEMEI '€MOCTA3a
y ImanueHToB ¢ ocTphIM (momocTpeiM) JIBC-cuaagpOMOM
(4-a rpynma) ObLIM OTMeUYeHbl TUIWYHBLIE DPa3HOHAII-
paBJieHHbIe CABUTM B 0a3MCHBIX IIapaMeTpax Koary-
JIOTPaMMBI C TPOT'PECCUPYIONIUM YBEJIUUEHNEM B IIJIa3-
me ypoBHA P®MEK, cumxkenuem artuBHocTu ATIII,
IIIa3MUHOTEeHa W KoJjndecTBa Tp B aHanm3ax KPOBHU.

Oobpamanu Ha cebA BHUMaHWE TaK:Ke (hasoBbIe
KoJieOaHUs B IIOKa3aTeIAX SANOBBIX TECTOB M CKOPOCTHU
ayTo- u rerepomnoaumepusaniuu M®P. Tak, Ha pamHei
craguu passutus [IBC-cuHIpOMa BpeMs ayTOIOJIUMe-
puzamuu M® 1o cpaBHEHHIO C KOHTPOJBHBIM OBLIO
yCKopeHOo B cpenHeM B 1,5 pasa, a rereponojuMepusa-
nuu M® — ma 26% mo cpaBHeHUIO ¢ HOpMoii. OgHAKO
npu uporpeccupoBanuu J[IBC xKpoBu HabJaomaeTcs
3aMeJIeHe CKOPOCTU KaK ayTo-, TAK M I'eTepPOIIOJIH-
MepUu3aIni, YTO COUETAeTCs C TUIOKOATydAnuei KakK
B 00IIMX KOAryJsaIMOHHBIX Npobax, TaK M B IOKasa-
TeJIAX ANOBBIX METOJUK, B IIEPBYIO OUepeab B JIeOETOK-
COBOM TecCTe.

Hcnonwssyemas Tepanus OblLjIa YCIEIIHOH, YTO CIIO-
COOCTBOBAJIO KYIUPOBAHUIO KAaK OCHOBHBIX KJIUHUKO-

nabopaTopHbIx cuMuToMoB [[BC-cuHgpoma, Tak u
HapyIIeHW# Ha KOHEYHOM 3Talle KOoaryJAIlluu, CBUIE-
TeJILCTBYA O TPAH3UTOPHOM XapaKTepe 9TUX CIBUTOB.

Onupasch Ha 39TM U [APYTUe WM3BECTHBIE (AKTHI,
MOJKHO TOBOPUTH O TOM, YTO HapyIIeHUA HA KOHEUHOM
arame KOaryJslliy, PerucTpupyeMble y OOJbHBIX C
IOBC-cuagpomoM, 0OYCJIOBJEHBI, B IIEPBYIO OuUepelb,
OPT'. B ocHOBe ee BOBHUKHOBEHHSA, KAK 9TO BUAUTCH
OUEBUIHBIM U3 MPUBEIEHHBIX BBHIIIE TAHHBIX, JIEKUT
mpsamoe uHrubupyioiriee geiicrsue M® u POMK, npu-
CYTCTBYIOIIUX B U30BITKE B COCYAWCTOM pycje, Ha
mmporecc TpaHchopMmanuu GudpuHOoreHa B GuOpuUH (Ha-
JIuMe TaK Has3bIBAeMOTO «3a0JIOKMPOBAHHOTO» (Hubd-
PUHOTeHA), YTO OTJIWYAET YKA3aHHYI0 TPAH3UTOPHYIO
aHoMaJIMIo OT HacjencTBeHHON dopwmbr DI [10, 11].

IIpu comocraBieHUu J1aGOPATOPHBIX PE3YJILTATOB,
MIOJIYYEHHBIX C IIOMOINBIO TeTepPOTeHHBIX KoaryJas
3MEUHBIX SAJ0B, OOHAPYKUBAeTCsA, UTO ILJIadMa JgeTeit
C COUYETAHHOW WAaToJIOTHENl B BHUIE HAaCJeICTBEHHON
TpoMbortuTapHoil auchyHknuu u 'M]] xapakTtepusy-
eTcsa 6ojiee BBIPA’KEHHBIM IIPOJIOHTMPOBAHUEM KakK
J1e6eTOKCOBOI0, TaK M 3XUTOKCOBOT'O BPEMEHHU CBep-
THIBAHUA, YEM Y HAIMEeHTOB 6e3 conmyTcTBytomei I'M ]I
(tabis. 2). YKasaHHBIN (aKT MOYKHO OOBACHUTEL HAJM-
ymeM (DOHOBOII aHOMAJUM CBEPTHIBAIOIIUX (haKTOPOB,
B TOM uyucJjie u GudbpuHOTEeHa. OTO UETKO IOATBEPIKAA-
eT BaykHYy1o posab [IPI' B reHese remMocTasuoioruuec-
KHX CABUTOB y JAaHHOII KaTeropuu namueHToB. IIpu
aToM cama 1o cebe [IPI ycyrybusder TeueHne TpomMO0-
IATONATHN W I09TOMY TpebyeT K cebe OoJiee mHpu-
CTAJbHOTO BHUMAHUS B IIJIaHEe TePaleBTUUECKOUN KOp-
PeKIUU U pa3dpaboTKU KOMILIEKCA PeaduIUTAIIMOHHBIX
MmeponpuATuii. IIoCKOJBKY MaHHAasS HO30JOTUA SABJS-
eTcsl BechMa MaJIOM3YyUEeHHOH M PEJKO OCBEIIaeMOil B
OTeUYeCTBEHHOII JUTepaType, TO 3HAHUA AAaHHOU marTo-
JIOTUU JOJIKHBI CIIOCOOCTBOBATH HasHAUeHUIO OoJee
palnuoHaJbHOM M aJeKBaTHOI Tepamuy I'eMOCTa3uo-
JIOTUYECKUX JAUCHYHKIIUHN.

CienyeT OTMETUTD, UTO B XOJie IPOBEIEHUA HACTO-
AIIETo UCCIeOBaHU S ObLIN NAeHTU(MUIIUPOBAHEI JIUIIH
reMopparuyeckue BapuaHTHl aHoOManauii GudpUHOre-
Ha, KOTOPbIe M CBONCTBEHHBI B OCHOBHOM JE€TCKOMY
KOHTHHTEHTY 00JbHBIX. TpoMOOTHUECKMEe UIU Haubo-
Jiee TIpobJieMHbIe TpoMOGOreMopparnyecKue BapUaHThI
OPT aBnAOTCA «yAEeJIOM» B3POCJION KOTOPTHI ITaIui-
enroB [11, 12]. Huke nmpejicTaBiieHa YacTOTA BBIABJIE-
uusa [IPI' y obeaenyeMbIXx HAMU OOJIbHBIX U CUCTEMATH-
3aliA BHIABJIEHHBIX K0OATryJIOJOTUUECKUX OTKJIOHEHUH
mo maroreHermueckum tunam I[PI':

1-1 mecro (47,12%) — IO®I' ¢ mHapymeHueM
OTIIEIJIEHUs TOJ JeificTBUeM TPOMOWHA M sga IIUTO-
MOpAHUKA (pubpuHOTenTHUAa A, BepUDUIMPOBAHHOTO
Ha OCHOBAaHUY YAJUHEHHOTO TPOMOWHOBOTO M AHIUCT-
POIOHOBOTO BPeMEHU CBEPTHIBAHUS IIPU HOPMAJIBLHBIX
uau cyoHOpMaJbHBIX moKazaTeaax AIITB, a Taxike
CKOPOCTH ayTo- U rerepomnoaumepusanuu MD;

2-e mecto (34,61%) — IPI' ¢ HapylieHHIEM IIpO-
meccoB nonuMepusanuu M® B nenu pubpuHa, ompeze-
JIAeMOli Ha OCHOBaHWUMU 0o0jiee BHIPAKEHHOTO IIPOJIOHTHU-
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POBaHUA CKOPOCTH ayTo- (Peske reTepo-) MoJNMepPu3aIun
M®, 1o cpaBHEHUIO C YMEPEHHBIM VAJIUHEHNEM BPeMeHN!
CBEPTHIBAHUA B TeCTaX C TPOMOMHOM UM SAOM IITUTO-
MOpPJAHUKA (aHIMCTPOJOHOBBIN TECT);

3-e mecto (12,5%) — OPI' ¢ HaauuymeM UHTUOU-
TopoB moauMepusanuu M®P B miaasme, oOHaApPyKUBA-
emMas uaimie y OOJBHBIX C MUKPOTPOMOOBACKYJIHUTOM
UMMYHHOTO TeHe3a W XapaKTepuaylolascsa yIJIuHe-
HUEM CKOpPOCTHU rerepornosumepusanuu M® npu aB-
JIEHUSIX THUIOKOAryJAlluM KaK B TPOMOWHOBOM, TaK
¥ aHIUCTPOJOHOBOM BPEMEHU, IIPU 9TOM IIpHU AobaBJie-
HUY HOPMAaJILHOH (JOHOPCKOI) IIa3Mbl K IIIasMe 00JIb-
HOTO YKas3aHHbIE HapYIIIeHUsA CBEPTHIBAHUS HE KOPPUTHU-
pytorcsi. MeTomoM BEIOOPA B TEPATIEBTUYECKOMH IIpOrpaMme
Yy OaHHOM KaTeropuu IaIlMeHTOB SBJAJICA IUCKPETHBIN
miasmadepes.

3HaunTeabHO perke (B 3,84% wmabiromeHunii) ompe-
mensanuchk PI' ¢ HapyllleHHEM OTIMEIJIEHUA 000UX
¢bubpunonentunor (A u B) nmpu coueTaHHOM yIJIMHE-
HUM BXUTOKCOBOTO U AaHIMCTPOJOHOBOTO BpPEMEHH.
VcKII0UnTEeIbHBIM PAPUTETOM ABJAJICA BaPUAHT aHO-
Maauu (QuUOPUHOTEHa, XapaKTepUIYIOIIUUCA Hapy-
IIeHeM YyBCTBUTEJIbHOCTHU IIOCJEIHEro K IJIa3MUHY,
BBIABJIEHHBIH JIAIL Y OZHOTO OOJILHOTO. YKasaHHBIE
(heHOMEHBI OOHAPYKUBAINCH HA OCHOBAHUU COIPSAKEH-
Horo yrHerenus Xlla-zaBucumoro (puOpHUHOIM3a II0
CIIOHTAHHOMY ¥ CTPENTas30-UHAYIUPOBAHHOMY JIMSUCY
9yTJI00yIMHOBOTO CTYCTKA IIPU HOPMAJIbHON aKTUBHOC-
TH ILIa3MUHOTeHa. IIpu »TOM He BBIABJIEHBI (HOPMBI
O®PI', cBA3aHHOI C HapPYIIeHWEM CTAa0MIBLHOCTU (ak-
topa XIIla [1, 13, 14], xota y 3 (9,3%) GoabHBIX

C HaCJEeICTBEHHBIMU TPOMOOIIMTOIATUAMU OBLI 00HAPY-
sKeH medurut GubpuHCTAOUIU3UPYIOMIEro (GakTopa.

BeiBoasl

1. [IPT" apaseTcs 4acThIM CIYTHHUKOM TaKHX pac-
IPOCTPAHEHHBIX CPEAU [AeTell HacJeqCTBEHHBIX (opm
aToJIOTUHU, KaK TpoMOouTonaTusd, remopuaus u CM]I,
BO MHOTOM BJIMAET HA UX KJIUHUYECKYIO CHUMIITOMATHU-
Ky, OCOOEHHOCTH TEUEeHWUsS U IIPOTHO3.

2. Ilpu coueTaHUM YKa3aHHBIX I'eMOPPATUUYECKUX
saboseBaruit ¢ CM]] muchubpuHOreHeMUs BCTpeuda-
ercs 6osee uem B 90% cayuaes, 0 ueM CBUIETEILCTBY-
IOT yBeJWYeHUEe AaHIIMCTPOJOHOBOTO U BXUTOKCOBOTO
BpEeMEHU CBEPTHIBAHUS, a TaK:Ke 3aMelJjieHue CKOPOo-
cTu ayromosmMmepusamuu MDD,

3. IIpu remopparnueckoM BacCKyJUTE, IPOTEKAIO-
mem Ha Goume CMI, NPT peructpupyerca y 84%
nmereii. [Ipu sToM B KIMHHYECKOH KapTuHe 3abojieBa-
HUA, HAPAAY C BACKYJUTHO-IIYPIYPHBIM TUIOM KpPO-
BOTOUYMBOCTU, UMEIOT MECTO 9KXUMO3bI U MEeTeXUU Ha
KOJKe, XapaKTepHO TaK:Ke YIIOPHO PeIUIUBUPYIOIIee
aubo 3aTAKHOE TeueHUe BaCKYJINTA.

4. IIpu OBC-cungpome [IPI' umeer mpuobpeTeH-
HBIM XapaKkTep U CBsA3aHa ¢ MHTMOUPYIOIUM IeliCTBU-
em POMK u M® na npomecc monummepusanuu M
(«3abmoKupoBaHHbI» (udbpuHoren). Ilpu srom IPI
CYIIIECTBEHHO yCYT'y0JIseT PacCTPOMCTBa B CUCTEME CBEP-
THIBAHUA KPOBU, BBI3BaHHbIE TUNOGUOPUHOTeHEMUEH
U TPOMOOIIMTOIIeHMEH, UTO TpeOyeT paHHEro IpHUMeHe-
HUSA ¢ 3aMeCTUTEJIbHOH 1esbio Tpanchysuit C3II u/uan
PEKOMOWHAHTHBIX (DaKTOPOB CBEPTHIBAHUA.
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[J Koanexmuse asmopos, 2004

H.B. boromosa, B.®D. Kupuuyk, H.B. HukoAaeBa

U3MEHEHUSA AHTUTPOMBOTIEHHOW AKTUBHOCTU COCYAUCTOUN
CTEHKU Y AETEN C CAXAPHBIM AVIABETOM I TUIIA

CapaToBCKHUI rOCyAaPCTBEHHBIN MEAUIIMHCKUY yHUBepcureT, I. Caparos, PO

O6uast aHTHTPOMOOTHYECKA AKTHBHOCTH COCY/IOB (AHTHATPETrallMOHHA S, AHTUKOATYJIAHTHA A, (Puo-
PHUHOJIUTHYECKA) ONpeaeasIachky 62 nereii, cTpagaromux caxapHeIM quadeTom, u 'y 30 310pOBBIX AeTeii.
BbLiI0 BBIABIIEHO, YTO AHTHATPEralMOHHAA, AHTHMKOATYJISAHTHAA M (PUOPMHOIUTHUYECKAS AKTHBHOCTH
CTEHKH COCYJOB ObLiIa JOCTOBEPHO CHUKEHA Yy BCeX OOJbHBIX CaXapHBIM AHAGETOM II0 CPABHEHUIO
¢ koaTposeM (p<0,01). AETHUTPOMOOTHYECKAA AKTHBHOCTh CTEHKH COCyda CHHMJKAJIach II0 Mepe Hapac-
TaHMA JJIUTEJHHOCTH 3a00/IeBaHNs. OTH H3MEHEHH MMEIOT MECTO yiKe Ha PAHHMX CTaauAX auadera u
HYKJAIOTCA B CBOEBPEMEHHON MeIUKAMEHTO3HON KOPPEeKI[Uu.

Authors studied general antitrombogenic activity of vessels wall (including antiaggregation,
anticoagulation and fibrinolythic activity) in 62 children with diabetes mellitus and in 30 healthy
children as control group. They showed that antiaggregation, anticoagulation and fibrinolythic activity
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