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THE CASE OF FLEBOTHROMBOSIS AFTER SURGICAL CORRECTION OF CONGENITAL
HEART DISEASE IN A CHILD WITH MESENCHIMAL DYSPLASIA AND
THROMBOPHYLIA OF COMPLEX ORIGIN

L.V. Firsova, A.A. Denisova
(Irkutsk Regional Children Hospital. Irkutsk State Medical Institute of Postgraduate Education)

Summary. A case of flebothrombosis after surgical correction of congenital heart disease in a child with mesenchimal
dysplasia and thrombophylia of complex origin is described in the article. Investigation of comlex changes in hemostasis
make it possible to verify combination of hemathologic disturbances that prevented thromboembolism and improved

management, outcome and quality of life of the patient.
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HacnenctBenHast pomM60duInst — 3T0 MHOTONPUYMH-
Hoe 3a00JIeBaHNe, XapaKTepu3yolleecsT MOBLIIIEHHOM Be-
POSITHOCTBIO BHYTPUCOCYIMCTOTO OOpa3oBaHUs CTYCTKOB,
00YCJIOBJIEGHHOTO HapyllIEeHUSIMU MEXaHU3MOB CBEPThIBAHUSI
U IMIPOTUBOCBEPTHIBAHMSI KPOBU, a TAaKKe (DMOPUHOIUTHYEC-
Koii cucteMbl. ClieICTBUEM HapyILIEHU B CUCTEME reMOCTa-
3a SIBJISIETCS TIOBBILLIEHHAs! HAKIIOHHOCTh K PaHHEMY TIOSIB-
JICHUIO U PELUMIMBUPOBAHUIO TPOMOO30B U OOIUTEepaLnii
KPOBEHOCHBIX COCYZIOB, UIIIEMUSIM 1 MH(HAPKTOB OPTaHOB.

BpoxneHHast TpoM60oG UM BOSHUKAET KaK CJIeJICTBUE
MOJIEKYJISIPHBIX Ie(DEKTOB B CUCTEME MHTMOMPOBAHUS CBEP-
TBIBAHUSI KPOBU U, PEXKe, B CAMOM TIPOLIECCEe KOATyISIIINHU.
Krnaccudukaino oCHOBHBIX BUIOB BPOXKIEHHBIX TPOMOO-
bmmii MOXHO MPeCTaBUTh CIASTYIONTUM 00Pa30M.

®opMbl, 00YCTOBICHHBIC HAPYLIEHUSIMU COCYAUCTO-
TPOMOOLIMTAPHOTO reMocTasa. [urneprpoM6o1nTo3sl. Pop-
MbI C TMOBBIIIEHHO# arperauueit TpomMoouToB. MopMmbl,
CBSI3aHHBIE C TTOBBIIIIEHUEM TMPOIYKIIMU U TOJTUMEPHOCTH
dakTopa Bumnedpanga. CuHAPOMBI BI3KMX (JIMITKMX) TPOM-
OOLMTOB JIMOO TEHETUYECKM O0YCIOBIEHHBIE, TMOO CUMIITO-
MaTHYeCKHe — TIPU IPYTUX BUIaxX TpoMbodumii [6].

®opmbl, 00ycIOBICHHbIE NeDULIUTOM UM aHOMATHUSI-
MU PUHOIOTMIECKHUX aHTUKOATYJISTHTOB. Tpu Tuma nedu-
LIUTa aHTUTPOMOMHOBOI aKTUBHOCTU: | — HU3KUIA (0KOJI0
50%) pyHKUMOHATBHBIH M1 UMMYHOJIOTMYECKUI YPOBEHD
aHTUTpoMOuMHa, Il — mpucyTcTBHE BapuaHTOB aHTUTPOM-
OMHa, KOTOpbIE 3aTparuBaloT JIMOO PEaKTUBHBINM IIEHTD,
JIUOO TeIapuHCBSI3BIBAIONINI TIEHTP, JTMOO W TO U JIPYroe
(rmneitorponust) [4]. C 1990 roga onrcaHo HECKOJIbKO Ba-
PUAHTOB MyTallii TeHa aHTUTPOMOWHA, HAXOSIIETOCS B
xpomocome 1 B moytoxkeHuu 1g23-25, KOTOphIe BEIYT K Ae-
¢umury Tima I, n 6osee 100 cirygaeB, XapaKTepU3yIOITIX-
csa nedpexkramu turna 11 [2]. dedumt u aHomanuu npoTen-
Ha C u S-o61ero u cBoboaHOT0. BBUIY HEMPEephIBHOTO

BHYTPUCOCYIMCTOTO CBEPThIBAHUSI KPOBU J1axke B (DU3MO-
JIOTUYECKUX YCJIOBUSIX B TIPOIIECCE SBOJIOLMU BO3ZHUKIIN
MOIIIHbIE aHTUKOATYJISIHMOHHHAS U (PUOpUHOIUTHYECKAS
cucTeMbl. B acTHOCTH, BaXXHYI0 aHTHKOATYJISIIIMOHHYIO
GyYHKIMIO BBIMOJHSIET cucTtemMa mporerHa C, B KOTOpoit
KO(MaKTOPHYIO POJIb BIMOJHSET NpotenH S [4]. [1potenH
C gaBnseTcs: npoepMEeHTOM CEPUHOBOI POTeas3bl, IIUPKY-
JIUPYIOIIMM B KPOBH, JIJISI CHHTE3a KOTOPOTO B IEYEHU He-
obxomuM ButaMuH K. B akTUBHOM LIEHTpE Y HEToO KaTalli-
TUYECKYI0 (DYHKIIMIO BBIMIOJHSET TUAPOKCUIIbHASI TPyTIIia
aAMUHOKUCIIOTHI ceprHa. Ero akTuBamust mpoucxoauT o
NeCTBUEM JIPYTroil, CepUHOBOM e, MpoTea3bl TPOMOMHA B
Mpoliecce CBePThIBAHMS KPOBU MapalieIbHO C aKTHBAIIM-
eit pakropoB VIII u V. AktuBupoBaHHbIi mpotenH C mpe-
MOTBpAILlaeT Ype3MEPHOE pacIIpOCTPaHEHNE KOATYISILIMOH-
HOTO KacKaja IMyTeM pacllerIeH!s U WHAKTHUBUPOBAHMS
dakropoB VIIla u Va. JlaHHble peakuMu MPOTEKAOT Ha
TMMOBEPXHOCTH IHAOTEIUATBHBIX KJIETOK, BBICTHIIAIOIINX
BHYTPEHHIOIO TTOBEPXHOCTb KPOBEHOCHBIX cocynoB. Ha Ha-
PYXXHOI MeMOpaHe 3TUX KJIETOK HAXOIUTCS HI0TEINAIb-
HbIIi 6€JI0K TPOMOOMOYJIMH, KOTOPBII CBS3bIBAET U TPOM-
6uH, U ero cyocTpar — rporerH C. DTOT MeXaHU3M TT03BO-
JIIeT COOJIIOAaTh paBHOBECHE MEXY KUIKUM COCTOSTHUEM
KPOBU 1 00pa30BaHUEM CI'YCTKOB 3a MpeeiaMu KpOBEHOC-
HBIX cOCyIOB. [OMO3UTOTHAsT HETOCTATOUHOCTh MPOTENHA
C nposiBisieTcs TSKeIoi TpoMO0aMOoMEl yke B epuoe
HoBopoxneHHocTh. OHa M3BecTHa Kak purpura fulminans
U 00ycJIOBJIeHa TPOMOMPOBAHUEM COCYIOB M HEKPOTUYEC-
KWMM U3BSIBJICHUSIMU TKaHeii. [erepo3uroTHast HeaocTaTou-
HocTh TipoTenHa C TMPOSIBISETCS TOBBIIIEHHBIM PUCKOM
BEHO3HBIX TPOMO030B. HacToTa rerepo3uroTHoro aedexra
npoterHa C BbIIIe, YeM TOMO3UTOTHOTO, U COCTaBJISIET OKO-
70 0,1-0,3% B obieit monyssiiuu [2]. CxoaHbIM 00pa3omM
nposiBisieTcs u neuumt npoterHa S. K naHHbIM hopmam
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OTHOCSTCS Takke aeduiuT Kodakropa rermapuna I1; runep-
MPOAYKIIUS, OOraToro TMCTUAUHOM TJAMKOTPOTEMHA
(BI'TTI), cmemranHbIe (OPMBI aHTUKOATYJITHTHOM HEIOCTa~
TOYHOCTH [6].

®opMBbI, CBSI3aHHBIE ¢ Ae(PULIUTOM, TUTIEPIIPOLYKIIUCH
WY aHOMAaJIMSIMU TIJIa3MEeHHBIX (DaKTOPOB CBEPTHIBAHUS
[6]. TpomGoreHHBIE TUCHUOPUHOTEHEMHUH (TEHETUIECKU
00yCJIOBJIEHHBbIE aHOMAJIMU B MOJieKyJie (hnbpruHOreHa —
OIMKCAaHbI TEHETUYECKUE Ne(EKThI, MPOSIBISIIONIECS B Ha-
PYILIEHUU CTPYKTYPHI JIF000I U3 Tpex Lerneit ¢hudbpuHoreHa
Aa, Bb u y-uienu. CBsizb MexXay nedeKraMu MOJIEKY/Ibl U
(beHoTHITIOM TPOMOO30B ITOKA HE SICHA 1 9acTOTa UX HEeBe-
nuka — 0,8% cpeny MMEBIIMX TPOMOOTUYECKKE SIBJICHUS)
[2]. TunepripoayKIiius ¥ TTOBBIIIIEHWE YPOBHS B T1a3Me (60-
nee 150%) dakrtopa VIII (reHeTndecku oOycIOBIEHHAs
(opma). Pe3ancTeHTHOCTb K aKTUBUPOBAHHOMY MPOTEUHY
C (JletimeHoBcKkas myTanus). YacTora BcTpegaeMoCTH 00-
HapyXeHa B 55 o011eil Monyasauuu U IpUOIU3UTEIbHO Y
40% 60nbHBIX, cTpagaiuX TpoMoo3amu. CyLIHOCTb pe-
3UCTEHTHOCTH K aKTUBUPOBaHHOMY MpoTenHy C, paBHO Kak
U TIPUYMHBI COOTBETCTBYIOLIEH TPOMOOMWINU, OTKPBITOM
B 1993 roay, 3akitoyaeTcsl B TOUYEUHOM MyTallMKu B TeHE KO-
aryJsiiMoOHHOro (haktopa V, KoTopast IPUBOAUT K aMUHO-
KUCJIOTHOM 3aMeHe apriuHuHa B 506 mosoxkeHuu (akropa
Va Ha ryTaMuH, KOTOpbIe HAaXOISTCSl B MeCTe, Mojjiexa-
1LIEM pacIleIIeHNI0 aKTUBMPOBaHHBIM TTpotenHoM C. [Tpo-
HCIIeIIIas 3aMeHa MPETsTCTBYET HOPMaJIbHOM ierpagaliiu
daxropa Va. 3amenieHHasI gerpagalyss MyTHPOBaBIIETO
(akropa Va MpuBOIUT K CTaOMIM3AIIUY TTPOTPOMOMHOBO-
ro Komruiekca (¢pakrop Xa — dakrop Va — dochoaunumbt
— Ca2+) u yBeIMUMBAEeT CKOPOCTh 00pa30BaHUsI TPOMOU -
Ha. [1pu Takoii 3aMeHe V (pakTop He pacIIerisieTcs: ecTe-
CTBEHHBIM (DM3UOJIOTUIECKUM aHTUKOATYJITHTOM TIPOTEH-
HoM C B 506 moJIoXXeHUH, KaK 3TO IIPOUCXOAUT B HOpME, a
CTAHOBUTCSI YCTOMYUMBBIM K €ro AeiicTBUI0. TaKM 00pa3om,
CYIIHOCTBIO JIelineHOBCKOI MyTalluy SIBJIsSIETCsI (DOPMUPO-
BaHME PE3UCTEHTHOCTH V (haKkTopa CBEPThIBAIOIIIEI CUCTe-
MBI KPOBU K aKTUBUPOBAaHHOMY TpoTenHy C, 4TO TIPUBO-
JIUT K TTOBBIIIEHUIO KOHIIEHTpalu V (akTopa CBEpThIBa-
011l CUCTeMBbl KPOBU B CHIBOPOTKE U KIMHUYECKU TTPO-
SIBJISIETCS PELIMANBUPYIOIIMMU BEHO3HBIMU TPOMOO3aMHU U
TpomboaMbousimu [3]. M3BecTHBI U npyrue, 6ojee pei-
Kue, myrauu reda V ¢akropa: Arg306Thr (KemOpumxk),
Arg306Gli (Tonkonr), mytanus HR2. OnHako B CBSI3U C
TeM, YTO paclierieHre MOJIeKyIbl V (akTopa B MO3UIINN
506 mpoucxonut mmoutu B 10 pa3 ObICTpee, YeM B APYIUX
JIOKycax, a Tak ke MpUHUMasi BO BHUMaHWe YacTOTy pac-
MPOCTPaHEHUs B OMYJISLIMU B LIeJIoM «JIeiiieHOBCKOM My-
Tauyun» — 5,7%, uMeHHo MyTalus «JleiiaeH» nMeer cpeau
HUX HamOoJblllee KIIMHUYEeCKoe 3HaueHue [3]. AHomamus
dakropa II (mporpom6uHa) 20210A. HacneacTBeHHBbI 1e-
dummT dakropa XII.

®opMmbl, CBI3aHHbIE C HapylleHHMeM (UOPUHOIN3A.
JedwnuT 1 aHOMaIuM TIa3MUHOTeHa [6]. MyTtalus reHa
IJIa3MUHOTE€HA B XpoMocoMe 6g26-27 BriepBbie ObliIa MIEH-
tudumponaHa B 1993 roay, B Simonnu. HemocrarouHoCTh
IJIa3MUHOTeHa BeleT K 3aMeIJIeHUI0 HOPMaJIbHOM peKaHa-
JIU3AIMU 3aKPBITHIX CTYCTKOM KPOBEHOCHBIX COCYIOB, TTPO-
1ecca 3aKMBIICHUS TKaHel 1, B UTOTe, K TpoMOodmnm [2].
Taxke K BepOSITHBIM MPUYMHAM TPOMOOMUINM OTHOCST-
csl: 1eUIUT aKTUBaTopa TUIa3MMHOTeHa, 1eUIAT U Ha-
PYIIEHUST BBICBOOOXKISHUS U3 SHIOTEIMNS TKAHEBOTO aKTH -
Batopa masMuHoreHa (TAIT), noBeilieHUE cofepKaHus B
mwiazme uaruoutopos TAIT (PAI-1, PAI-2) niu 62-antu-
IUIa3MKHa, HapyleHus (puOpUHOIM3a, CBSI3aHHbIE ¢ AehU-
mrtoM ¢akropa XII 1 KOMMOHEHTOB KATMKPEUH-KUHUHO-
Boii cucteMbl (nedektbl Detuepa n MDoxak), runoduo-
PYHOIN3, CBSI3aHHBIM ¢ neduiutomM npotrernHoB C u S [5].

Metabonuueckue ¢opMbl. [Ipy runepromouucTenHe-
MUM (-ypUM) — HacJeACTBeHHbIe (opMBbI [6].

Taxum obpazom, TpOMOODMINSI — 3TO MHOTOIIPUIMH-
HbIIl 1MarHo3 3a00J1eBaHus C pa3TNnYHBIMU OMOXMMUYEC-
KUMU HapyUIeHUSIMU, KOTOPbIE MOTYT OBbITh MOHSTHI Ha
MOJIEKYJIIPHOM Y T€HETUYEeCKOM YpoBHe. ISl Kaxkmoro u3
BUI0B TPOMOOMUINIT XapaKTepHbl CTPOTO OYEepPUYEHHBIE

MapKepHBIE HAPYLLIEHU B TEX UM UHBIX 3BEHBSX CUCTEMBI
TreMOoCTasa, XOTs B PSIE CIIyYaeB BBISIBISIIOTCSI KOMOMHUPO-
BaHHBIE (DOPMBI 3TOI MATOJIOTUM (COUueTaHue ABYX U OoJjiee
HapylleHUIi), MHOTHE U3 KOTOPBIX OTJINYAIOTCS OCOOEHHO
BBIPAXXEHHBIMU TPOMOO3aMU ¥ HAPYILIEHUSIMU TTPOXOAMMO-
CTU KPOBEHOCHBIX COCYIOB [6].

ITpuBonMM omnucaHue Halllero KIMHUYECKOTO HabJIo-
JIeHUsI TPOMOOMWINY CJIOKHOTO TeHe3a.

boavuas E., 7 nem, nabarodaemes eemamonoeom 6 meuenue
deyx.nem. Bnepesvie oopamunace k eemamonocy Obaacmuoeo dem-
cK020 duaeHocmuuecko2o yenmpa e. Upkymcka 6 namuaemuem
6o3pacme ¢ Jcanrobamu Ha eunepaKmueHoOCmMy, pasopaicument-
HOCMb, NosbluleHUe NOMAUBOCMU, HA nepuoduueckue 60U 6 Ho-
2ax u omeuHoCMy npagoeo bedpa npu Gu3uvecKoil Haepyske U K
6euepy, paculuperue 6eH Ha0N00K0680I U naxosoil ooracmeii. /le-
804KA HAX00UAACH HA OUCNAHCEPHOM YHeme y neduampa c ouae-
HO30M: 2eMamo2eHHas mpomooghuaus cAoJicHo20 2eHe3d, 06ycio6-
JNeHHas 8vbicoxoll npodykyuei paxmopa VIII u cundpomom <aun-
Kux» mpomboyumos. Acnupunopesucmenmuocms. Illocmmpom-
bopaeouneckuil cunopom (IITDPC) npasoii HudxicHel KoHeuHOCMU
6 pe3ynvimame nepeHeceHHo20 NOCMKamemepu3ayuoHHO20 Mpom-
603a npasoii n008300wHOl U bedpeHHOU 6eH. XpoHuYecKas 6eH-
Has Hedocmamounocms (XBH) [IA cmenenu.

Bospacm mamepu na momenm 6epemennocmu - 23 eoda, He
pabomana. Bo epems 6epemennocmu y mamepu pebenka viau
JuazHOCMUpoBaHsl: XpoHU1eckas gemonaayeHmapnas Hedocma-
MO4HOCMb, XPOHUHECKAs NPOPeCccCupyrouds eHympuympoonas
2UNOKCUSL NA00A; HeUPOUUPKYAIMOPHAS OUCIMOHUS NO 2UNepmo-
HUYecKomy muny; XpoHu4ecKui nueioHegpum eHe 060cmpenus,
yoeoeHue 1e6oli No4KU, Heghponmo3 cnpasa, XpoHU4eckas noey-
Hasi HedoCMamo4HOCMb;, MUONUSL 000UX 2Aa3 NeeKOil CmeneHu;
XpoHuHecKuii moHzuaium. B anamuese ycusnu mamepu ommeua-
Aach arnepeudeckas peakyus Ha 86e0eHue NeHUYUAAUHA N0 MUY
omexa Keunke. Ilpu obsexmusHom uccaedo8anuu 8bisa8aeHsl U-
NnepmMoOUNLHOCMb CYCMAB08, NOBbIUEHHAS 2UOKOCHb.

Bospacm omua pebenka - 25 aem, paboman unxiceHepom. B
aHamHes3e JCU3HU HeOOHOKPAMHO HAOAOANUCH AOCAHCbL, Nepuo-
duueckue HepeHble MUKU, peoKue HOCO8ble KPOBOMeHeHUs.

H3 cemelinoeo anammnesza uzeecmno, umo y cmapuieco 6pama
mamepu — Hehponmo3s, no n08oady KOmMopo2o neperec Onepamue-
HOe eMeulamenscmeo, umeemcs 0bsemHoe obpazosatie 6 obaac-
mu HaonoueuHuka. Y eeo douepu omcymcmaeyem ooHa nouka. Y
b6abywku (no mamepu) npogedeHo onepamueHoe BMeulamenbCmeo
10 n06o0dy y0aneHus JHceaHHo20 NY3vips 6cAe0CMEUe 0CA0NCHEHUS
ACENUHOKAMEHHOU OONe3HU, UMEeemCs 0Cmeoapmpo3 KOAeHHbIX
cycmagos. Jlea 6pama 6adywku noeubau 6 eospacme 57-59 nem
— om uHpapkma u yepedparbHo20 amepocKaepo3d, 0CA0ICHUG-
weeocs eaHepeHoll HUMCHUX KoHeuHocmell. babywka (no omuyy)
neperecaa uncyaom 6 go3pacme 57 nem. lled (no omuyy) cmpaoa-
em XpoHu4eckoil 00cmpyKyuell OpOHX01e204HOL CUCeMbl, eAay-
Komoil. Y mporopooroeo 6pama omua pedeHKa 0uaeHOCMupo8ana
B0POHK000pA3HAs ePYOHAs KAeMKA ¢ HApYUeHUeM cepoetHoCco-
cyoucmoii u dvixamenvHol QYHKUUI.

H3 anamnesa xcusnu 6oavnoll E.: pebenok om nepeoii Oepe-
mernocmu. Cpounbie onepamusHbie poobt 8 40 nedeav. Macca meaa
npu poocdernuu 3150 e, pocm 50 cm. Ouenka no Aneap 7-8 6an-
2108. Jlesouka pocaa u pazeueanacs 8 COOMEemcmaul ¢ 803pacm-
Holl HopMoUl. B noamopa eoda nepenecaa ocmpyio 08yXcmopon-
HIOK OpOHXONHe8MOHUKW. B d6a eoda duaenocmuposan airnepeu-
ueckuu puHum, debom GpoHXUAAbHOU acmmbl. B uembipe coda
nepeHecaa ocmpbulil 2HOUHbLIL NePUOCIUM HUICHEL YeACU.

U3 anamnesa 3ab6onesanus degouxu uzgecmto, umo cepoet-
Hble wymbl ebicayulansl 8 3 eo0a, moaoa Jce 8bicmasaeH OUacHo3
8POJICOCHHO20 NOPOKA cepoua — OMKPbIMbll AOPMANbHBLI NPO-
mok (OAII) 3-4 mm. B dunamuke camouygcmeue ¢ meueHuem pe-
MeHU YXyOuiunoc — NOAGUAUCH 00bIUKA NPU HA2pY3Ke, HOMAU-
80Ccmb, yacmole pecnupamopHvie ungexuyuu. B eéozpacme mpex nem
nposedena snoosackyaapuasn koppexkyus OAII Tlocaeonepayu-
OHHbLI NEPUOO OCAOICHUACA NeBO0CIMOPOHHUM NHEBMOMOPAKCOM
(Ha 2-e cymku om onepamuenoeo emeuiamenscmea). Yepes 1,5
Mecsya nocae onepayu Mamv 00Hapy’ICcuAa pacuiperie nooKoxic-
HbIX 6eH 6 HA0N00K080I U Naxo8ou obaacmsax, Hcdaiob Ha mom
Momenm desouka He npedssieasina. Ilo dannvim donnaepoepaghu-
ueck02o uccaedoganus ouaerocmuposan [ITDC nodszdounoeo
ceemenma ¢ obaumepayuetl HapyjicHol no08300UHOL apmepuu.
IIpu Kaunuko-ara6opamopuom 06c1e008anuu cHoOpmyauUposaH
duaeHos eemamoeeHHol mpomboghuuu. Jleeouxe HaznaveH nocmo-
SAHHbLIL npUeM MueHonupuouHa - Kaonedoepeia.

IIpu o6sexmusHom uccaedosanuu: 604bHAS NPABUALHOLO Me-
sn0caoxcenus, ydogaemeopumenvroco numanus. Hlupoko pac-
cmasnennvle enaza. Cednosudnwiii Hoc. [lpupocuiue mouxu yueil.
Tomuueckoe nebo. Koocnble nokpogul ghusuonoeuueckoil oxKpac-
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KU, eOUHUYHble IKXUMO3bL, pazmepom 0o 1 cm, Ha Kodce eoneHell.
Pacwupenue een nHadnobkosoil u naxoeoii obaacmeii, 6oaee Goi-
PadiceHHoe Cnpasa, He3HauumenbHas MpaMmopHOCMb K0JicU 8 MOl
obaacmu. Hexkomopas omeunocms npasoeo 6edpa é sepxreil mpe-
mu. Buoumvie cauzucmoie posogule, éaaxchvle. [lepugepuyeckue
Aum@oy3nvl He usmererwl. llarvhupyromes aumgoysivl 6 npasoii
naxosoii oonacmu 0o 1,5 cm, edunuumbvle, NOOBUMICHbIE, He CNASH-
Hble ¢ Kodcell U NOOKONCHO-JcUupogoil Kaemuamkoi. [pyonas
Kaemka npasuavhoii popmol. Jvixanue uepesz HOC HECKOAbKO 3aMm-
PYOHeHo, pebenok boabute Obiuwum pmom. Jbvixanue ee3ukyrsap-
Hoe, npogodumcs 60 ece omoennl. Cepdeunas 0esmenbHOCb y008-
nemeopumenvras. Tonvl cepoya pummuurbie. Ymepertulii cucmo-
auveckut wym Ha sepxyuike. Co cmopoHsl NUWEBAPUMENbHOU U
MOUeNn040801i cucmem NAMoA0UHECKUX U3MEeHeHUll Hem.

[Ipu ocmompe cneyuanucmog gvisigaeHbsl caedyroujue 3a60ne-
sanus: adenoudwvt 11-111 cm., nocmmpasmamuueckuii no08bLeUX
MOpaKanbHoli Kocmu, 8podcOeHHAs OUCHAA3Us 1e6020 MAa300ed-
pennoeo cycmasa ([TC), genu valgum, niockosanveychvie cmo-
not; [ITOC npasoti HudiCHell KOHEUHOCMU U NPABO2O N00300UL-
HO20 ceeMeHma ¢ Yacmu4Holl pekanaausayueil do 50-60% maeu-
CMPAAbHBIX 6€H C YACMUYHBIM COXPAHEeHUeM KAANnaHHo20 anna-
pama c hopmupoganuem nepemoka no HaonobK08biM 6eHAM, VKO-
poUeHue 1eoli KOHeHHOCMU 0K0A0 § MM; OPOHXUAAbHAA acmma,
amonu4eckas, Ae2kas, HedoCmamo4Ho KOHMpOAUpyemasl, ainep-
euyecKull Kpy2n0200utHblil puHum, cpeoHsisi CmeneHs msjcecmu,
amonu4ecKuti 0epmamum, mopoil nepuood, 0epaHuYeHHblil NPo-
yecc, apumemMamo-cKk8amamosnas gopma, haza HenoaHol pemuc-
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mu netikouyumos. B koazynoepamme ommeuanuce caedyrougue na-
monoeueckue UsMeHeHus: mpomMouHemus, 08yKpamuoe nogulule-
Hue 0-geHoHmpoauHoeo2o mecma, yoaurenue ABP do 105 cek.
(nopma 50-80), chuxncenue akmusnocmu npomeura C do 0.67
(nopma 0,7-1,6), chuxcenue akmuernocmu naasmunozena 0o 73%
(Hopma 80-120). Hopmanvrutii yposens axmusrocmu VI u IX
haxkmopos ceepmuleanis, HO CHUNCEHUE AKMUBHOCIMU aKmopa
Bunneopanoa 0o 68% (nopma 80-120). Ilpu nposedenuu acpeea-
moepammul ObiaU 00HapyHceHbl: HusKas aepeeauus ¢ AAD, om-
cymcemeue 6mopoil 801HbL azpeeayuu, pannss oesazpezayus. Hop-
MANbHYLIL YPOBEHb agpeayull ¢ pUCMoUemuHom, 2UnepaKmuea-
yust mpomooyumos. Hopmanvholii yposens aepeeayuu ¢ apaxudo-
HamoM, ¢ KoANa2eHoM, ¢ eunepaKkmueayueii mpomooyumos no
cocyoucmomy muny. Huzkas aepeeayus c aopenarunom, eunepar-
mueayus mpomooyumos.

Ha anexmpokapouoepamme: curycosas apummus ¢ 4CC 58-
85 6 munymy, anexkmpuueckas oco cepoya OMKAOHEHA 6NPago, Yo
anvgha 45°, Hapywenue npoyeccos penoaspusayuu, nepeepy3Ka
npaeoeo JicenydouKa.

Tlo 0aHHbIM 5X0KaAPOUOSPAMMbL: BbIAGAEHb USMEHEHUS NOCAEe
onepamueroeo nevenus OAIl 6e3 npusnakos pexkanasuzayuu. Ipu
npoeedeHuU YAbmpaseyk06020 UCCAe008aHUS OPHOUIHOL NOAOCIU
U nouex 8visigAeHbl OUCKUHE3Us. JCenHeble00auUx nymeil no eu-
NOMOMOPHOMY Mmuny, nepeud JHceauHo2o ny3vips 6 ooaacmu meaa
U weliKu.

Ha ocnoéanuu 0aHHbIX KAUHUMECK020, 1A00PAMOPHO20 U UH-
CMPYMEHMAanbHo20 00cAe008aHUS 0e80UKe 8bICMABACH OUACHO3

2emMamome3eHxu -
Tabnnua 1 ManvHol ducnaazuu,
OcCHOBHbIE IOKA3aTe/I CHCTEMbI reMocTasa 00.ibHOil E. cema mﬁ 0e (jf HHOLU
mpombopuauu
Iloka3zaresb boabHast E. Hopwma %%95%020 ;;Ze; Oa i
ITporpoMOUHOBOE BpeMsl (CeK) 12 12 HUDdICHell KOHeYHOC-
MexayHapoaHoe HopMmaau3oBaHHoe otHomeHre (MHO) 1,0 1,0 mu. gBH 1A cm. P
epe3 noneoda
AKTUBHPOBAaHHOE YaCTUYHOE TpoMOoriacTuHoBoe Bpemsi (AYTB) 36 34 nocie nepeuunozo
OubpuHoreH (r/m) 2,2 2,0-4,0 obpaujenus npose-
O-cdeHoHTpoMHOBBIH TecT (Mr/100 M) Menee 3,5 3,00-6,00 den KOHMpOAb KOa-
OrnpezesieHre BOJIYAHOYHOIO aHTUKOATYJISTHTA Otp. eynoepammi. I1o pe-
3yabmamam uccae-
AKTUBHOCTb IU1a3MuUHOreHa (%) 32 29 Jdosanus cucmemol
AHLIMCTPOHOBOE BpeMs (CeK) 31 32 eemocmasa, Kpome
AxtuBHocTb AT 111 (%) 112 75-125 YKA3aHHbIX Gbiule
B Hapyuienuii, noay-
Iporent C 0.9 0.7-1,6 YeHbl OaHHbIE, NO-
AxtusHOCTh nporenHa C PrCact (%) 81 60-140 360a810M4Ue 3AN0-
[l1azsmMuHoOTEH 100 MeHee 500 dospumy anmugoc-
FV Jleitnena HOPMO3UTOTA gbg}fl””gz’;;”ei 5/‘1‘2"2;
F 11 ITpotpom6uH (20210G|A) reTepo3UroTa GbIC ’0 Kas aKmue-
MTHFR-Metunenterparuapodonarpenykrasa (Ala 222 val) HOPMO3UTIOoTa Hocmb  (hakmopa
F 7 [IpoKOHBEPTHH HOPMO3HIOTA VIII. Ilo pesyaoma-
PAI-1 — Uurn6urop aktuBaropa miasMuHoreHa (675 5GI14G) reTepO3UroTa man Goaee no0pob-
HO20 NOBMOPHO20
TomormcTenH (MKMOJIb/JT) 13,1 Jo 11,0 UCCNeO08ANUS 2eMO~
AKTUBHOCTbH (hakTopa cBepThiBaHust Kposu VIII (%) 200 60-150 cmasza  mapkepul
AKTUBHOCTH (hakTopa cBepThiBaHus KpoBu 1X (%) 86 60-150 ;”5;;",52‘/’;:’}:4;‘: OH’Z‘
AKTUBHOCTbH (hakTOpa cBepThiBaHus KpoBu XII (%) 100 60-140 pywienuii 6 cucmenme
Conepxanne EW. B ruiasme (%) 92 60-150 npomeuna C He 6bi-
Bpewmst cbopku hubpuH-MOHOMEpPaA 40 34 ABAEHO, 60N1AHO~
AND B 103e*10° M, (%) 46 50-60 HbLL aHmugoaey—
P 0 50-30 ASAHM He 00Hapy-
AN® B 103e*10° M, (%) 5 acen. Coxpansemcs
Mapkepbl 3HIOTEIMO0JIM3A: BbICOKA AKMUB-
CPB (/1 7.3 Hocmby  (pakmopa
K, o(Te/mx)rH (Hr/M™Mo1) 0,26 0,26 VILL Ha gone npu-
i C 2 2 ema kaonudoepena
WHTepieiikuH (HMIT) 3,8 1,86 no 37,5 me uepes

cuu, HenepeHocuMocms beaka KypuHoeo Aiiya, MopenpooyKmog 6
8ude KpanueHuUYbl, HeNnepeHoOCUMOCMb NPOOYKMO8 — UCMAMUHO-
Aubepamopos (Yumpycoenix), 6 AHaMHe3e HenepeHOCUMOCmb ghre-
MOKCUHA NO MUNY aHAPUAAKMUMECKO20 WIOKA; 2UNepaKmugHoe
paccmpoiicmeo nogedenusi, depuyum HUMAHUS, CHA3M AKKOMO-
dayuu. lenemurxom no dannvim ocmompa u kpumepusm T. Mua-
koecka-Jlumumposoii u A. Kapxaweesa, P. Beighton, Velaskakis
8bicmasaeH 0uaeHo3 HedupgepeHuupo8aHHoll coeOUHUMENbHOM -
KAHHOU OUCNnAA3UU.

B obwem ananuse Kposu u npu ee mpuguanrbHoOM Guoxumuyec-
KOM aHanuze namonoeu4ecKux umeHeHuil He oOHapyiceHo. B
UMMYHO2DAMME 8bIABACHO CHUdICCHUE (PaoyUumMapHoil akmugHoc-

deHb azpecayUuoHHAas YYHKYUS MPOMOOUUMOE He NOBbIUIEHA.

B 6o3pacme 7 sem npoeedeno pacuiupennoe ucciedosanue
cucmembt eemocmasa 6 ycaosusx Dedepanvroeo yenmpa no ou-
aeHocmuke u aevenuro eemocmasa npu LITHUJI Anmaiickoeo eo-
cyoapcmeenHo20 MeOuyUHCKo20 yHugepcumema. Pezysvmamot
MO0 UCCAe008aHUS npedcmasaerbl 6 mabauuye.

Takum obpazom, y Haweil nayueHmKU 6biAa OUAeHOCMUPOBa-
Ha peoKas KOMOUHUPOBAHHAS MPOMOOPDUAUS CLONCHOR0 2eHe3d,
npeocmasneHas covemanuem namu HapyuleHull 6 cucmeme 2e-
Mocmasa u obycaoenennas eunepnpooykyueil VIII naazmennoeo
gaxmopa ceepmoléanusi Kpogu, CUHOPOMOM <AUNKUX» MPOMOO-
yumog (eunepazpeeauyuonHblil CUHOPOM 8 CBS3U C HAPYUleHUEM
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€ocyoucmo-mpomoOuUmMapHo20 2emMocmasa), 2emepo3ueomHoll
2eHemU1ecKoll Mymauueil npompomMouHa, 2emepo3ueoOmHuoll eeHe-
muueckoil mymauyueil uneubuUmopa aKmueamopa NAa3MuHo2eHa
PAI-I (hnapywenue gubpuroausa), eunepeomoyucmeunemuell Ha
hone umeroujeiicsi cOeOUHUMENbHOMKAHHOU ducnaazuu. Yuumoi-
645 NPOUCUIeCMBUS 8 UOe UHCYAbIO8, UHDAPKMO8, NPOAGAEHUTI
CT]l 6 cemeiinom aHamuese, MOICHO NPeONOAONCUMb HACAEO-
CMEeHHbLIL Xapakmep mpomoo@uauu y OaHHOU 60AbHOUL.

B kauecmee npoghunaxmuueckoeo aeuenus 601610l HA3HAYE-
Hbl: Kaonedaepen uau mukaonudur no 1 mabaemke uepes denv,
014 KYnupoganus sumomenuo3a - cyarooexcuo no 1 kancyse 250
(J/IE) 1 pa3 6 denn, cenamonpomexmopbut (a0ememuonuH, ypcooe-
OKCUX01e8as1 KUCA0MA), KYPCOBOU npuem 8UMAMUHHO-MUHEPaNb-
HbIX npenapamog @ mevenue I mecsaya 3 pasa 6 200, aneuonpo-
MeKmopsl — AHMUCMAKC, AHUOBUM.

Ipu TakoMm coueTaHWM HApyUIEHUN PUCK Pa3BUTUS
TpoM0O0MOO0IUIT BO3pacTaeT B FeOMETPUUECKOI Mporpec-
CHU, YTO BCETAa JOJDKHO YUUTHIBATHCS MPU IUATHOCTUKE U
BBIOOpE MeTo/1a JieueHUsI. BMecTe ¢ TeM, Hajinume Takux co-
YyeTaHHbIX (hOPM MATOJIOTMU CYIIECTBEHHO 3aTPYyAHSIET MTPO-
1IeCC AUATHOCTUKU U 3aCTaBJISIET Bpaya HE OTPAaHUYUBATh-
Csl BBISIBJIEHUEM JIUILIb OJJHOTO KaKOro-aubo (Jaxe Bechbma
Cepbe3HOT0) BUA TPOMOO(DMINY, a B KAXKIOM CIydae mpo-
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BOJIMTb Pa3BEPHYTOE MCCIIeIOBAHNE BCEX BEPOSITHBIX B TaH-
HOM cHUTyallMu KOMITJIEKCHBIX HapyllleHui remocTasa. [1pu
0OpBIBAHUY IMATHOCTUIECKOTO TIPOIIecca MOTYT OBITh YITy-
LIEHHbIE BaXKHbIE TOMOJHUTENbHbIE HAPYIIEHUSI, YCTpaHe-
HUE KOTOPBIX MOXET ChITPaTh UCKIIOUUTEIHHO OOJBIIYIO
pOJib B MIPEenyNpexkaAeHUN PeLUuaANBOB TpPOMOOIMOOIHIA.
TToaToMy coBpeMeHHbIE MHOTOTTPOGhUIIbHbBIE TAOOPATOPUM
reMocTasa JOJDKHBI pacrojiaraTh MaKCUMAaJIbHBIM YHCIIOM
METOIOB UIEHTU(UKALIMY OOJTBITMHCTBA U3BECTHBIX TPOM-
6odunuii. M3BecTHO, 4TO TPOMOODUINS OTHOCUTCS K
MyJIbTU(DAKTOPUATBHBIM 3a007€BaHUSIM, TaK KaK OHU CBSI-
3aHBI C ICCTBMEM MHOTMX T€HOB, MX HAa3bIBAIOT TAKXKE 10~
JIMTeHHBIMU. B heHOTUIIMYeCKOM 1arHoCcTUKe TpoMOO(h M-
JIVI OTHO M3 BEAYIIUX MECT JIOJKHO 3aHUMATh 00CIe10Ba-
HUE He TOJbKO MPOOaHI0B, HO M X KPOBHBIX POJICTBEHHM -
KOB, B TOM YMCJIE€ HE CTPAJAIOLIUX TPOMOO3aMU, NOO BBISIB-
JIeHUEe Y HUX OMHOTHUITHBIX HapyIIIEeHWI1 TeMOCTa3a pacKphbl-
BaeT TeHETUUYECKYIO CYITHOCTb 3a00JIeBaHUST U TTO3BOJISIET
BBIZICJIUTD JIII TIOBBIIIIEHHOTO TPOMOOTEHHOTO pUCKa, KO-
TOpPbIE MOTYT JIETKO TpaHC(HOPMUPOBATHCS B OOJLHBIX MOJ
BJIIMSTHUEM Pa3JIMUYHBIX IMAaTOreHHBIX (DaKTOPOB U YCJIOBUI
JKU3HU.
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TUATHOCTUYECKAS 3HAUUMOCTD YJIBTPA3BYKOBOI
COHOT'PA®UN ITPU AIITEHIUKYJIAPHBIX IEPUTOHUTAX VY
NETEN

1I.A. FOcynos

(CamapKaHICKUI rOCy1apCTBEHHbIA MEIULIMHCKUIA MHCTUTYT, Y30€KUCTaH, PEKTOP — T][_EOQ). A.M. lllamcues,
Kadeapa Xupypruueckux 0oJe3Hel JeTCKoro Bo3pacra, 3aB.— rnpod. A.M. Illamcues)

Pestome. C yenvio usyvenus 603moxcHocmeil yaompaseykoeoii conoepaguu (Y3C) npu paznumom eHoUHOM anneHouKyaapHOM
nepumonume (PI’AH{ ocaoxcHenHom napasuqom Kuuweunuka (I1K) y demeil, 013 06sekmueHoil oueHKU 08ueamenvHoil aKkmue-
HOCMU KUWeYHUKa, CIenenu pacnpocmpaHeHHOCU NAMOA0SUYECK020 NPOUecca 6 OPIOWHOL NOAOCIU U NPU OUHAMUUECKOM
KoHmpone aghghekmusHocmu neverus 06caedosano 93 60abHbIX 6 6o3pacme om 2 0o 15 1em ¢ anneHOUKYAAPHbIM RePUMOHUMOM.
boabuvie pazdenenvt na 2 epynnol: 1 epynna cpasrerus — 45 604bHbIX ¢ anNeHOUKYASPHBIM NePUMOHUMOM, 0CA0NICHEHHbIM nape-
3om kuweunuka I-11 cmaouu. Bo 11 éouinu 48 oemeii ¢ PIAII, ocroxcnennvim T1K (ochoenas epynna). Ouenuea/zu credyroujue
3xoepag)uuecxue noxkasamenu: Haauuue JHCUOKOCMU 6 OPIOWHOL NOAOCMU U ee N0KAAU3AYUS,; HAAUHUe NePUCTNANbMUKY KUlied -
HUKQ; Ouamemp u MoAWUHA KUUeYHUKA; CKONAeHue JHCUOKOCMU U 8030yXa 6 npoceeme KUMEHHUKA; XapaKmep npoo0eUlceHus
xumyca no kuuike. Ilpu cpagnenuu doonepayuontsix nokazameneii Y3C ¢ pezysbmamamu uHmpaonepayuoHHoL pesu3uu oprou -
Holl nosocmu evisigaero, umo 6 91,2% cayuaee axoepaghuueckue danmbie co6NAANU ¢ UHMPAONEPAYUUOHHBIMU. Yg’C 8 nocaeone-
DAUUOHHOM Nepuode nN0360sem 00HAPYICUMDb He MOAbKO NOAOICUMENbHYIO KAUHUMECKYIO KaAPMUHY, HO U CHOCOOCMB08AMb PAaH-
HeMY pacno3HA8aHUI0 NOCACONEPAUUOHHBIX GHYMPUOPIOUHBIX 0CA0JICHEHULL (abcyecchl OPIOUIHOL NOA0CMU, CRACHHbBIE 0CA0MCHE-
HUs).

Karoueesnie caosa: annendukyaspuviii. nepumonum y oemeil, yabmpaszeyko8ds COHoOepagus, OUaeHOCMUKA.

A DIAGNOSIS IMPORTANCE OF AN ULTRASOUND SONOGRAPHY WHILE INFANTILE
APPENDICULAR PERITONITIS

Sh.A. Yusupov
(Samarkand State Medical Institution, Uzbekistan)

Summary. The main aim of the research is to study the possibilities of ultrasound sonography (USS), for assessing objectively
the active motion of intestines and to identify the level of spreading of pathological process in a peritoneal cavity and under
the dynamic control of the effectiveness of the treatment in a spreader festering appendicular peritonitis (SFAP), which
develops the paralyses of intestines (PI). 93 patients (children from 2 to 15 years) with appendecular peritonitis were tested.
All patients were divided into 2 groups. The first group is a group of 45 patients with appendecular peritonitis with a complicated
cut (1st 2d stage) of intestines. The second group are 48 infants with SFAP and complicated PI (the main group). The
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