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IN®OEPEHIIMPOBAHHBIN MOIXO K TUATHOCTUKE

Y JIEYEHUIO ITOPTAJBHOY TMIIEPTEH3UN Y IETEN
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KniouyeBble cnoBa: neTu, nopTanbHaA runepTeH3us,
Tpombodunma.

Beenenme. BremedyeHouHass mopTaibHas
runeptensusi (BIID) siBasieTcst maTosnorueit qeTCKOro
BO3pAcTa, U MO3TOMY AAJIbHEMIIAsl Cyib0a OOJIbHBIX
3aBHCUT OT CBOEBPEMEHHOI'O M PAlIOHAILHOTO Jieue-
HUSl 5TUX MAUUEHTOB UMEHHO B IETCKOM BO3paCTe.

W3 MHOroYMCJEHHBIX CYLWIECTBYIOLIUX TEOPUIl
Bo3HuKHOBeHus1 BIII" Hau6osnee 060CHOBaHHLIMU CUU-
TatoTcs: 1) BpOK/EHHAs aHOMAJIMsl PA3BUTHUSI BOPOTHOM
BEHbI; 2) TPOMOO(IIEOUTUUECKOE €€ MOPAKEHUE B
HEOHATAJILHOM Mepuofie B pe3ysibTaTe MH(UIUPOBA-
HUSI NYMIOYHOW PaHKU, MPU KaTeTepu3alyu MynoyHon
BEHbI Y HOBOPOXKJIEHHBIX [8, 13].

CuHIpOM TOPTANbHOI TUMEPTEH3UU, B MEPBYIO
ouepefib, OMACeH B CBS3U C BO3HMKHOBEHHUEM LIEJIOTrO
psila OCJIOXKHEHUH, HECYIIUX PeabHYIO YIpo3y s
KU3HU OOJILHOrO, HauboJiee TPO3HbIM U3 KOTOPbIX
SIBJISIETCS] KPOBOTEUEHHE U3 BAPUKO3HO-PACILIMPEHHBIX
BeH nuieBona (BPBIT) u skenynka (BPB2XK). Pannsist
puarHoctuka BII v ¢pubpo3HbIX U3MEHEHUN MapeH-
XUMbl TEYEHU MPU HEfl 4Ype3BbIYAHO BaXKHa. IDTO
MO3BOJIUT C MOMOIIBIO MPOPUIAKTUISCKUX MEPONPU-
STUIA U (PapMaKOJIOTMUECKUX CPeACTB 3(pPEeKTUBHO
MPOBOJIUTH JieueHue u npocunaktuky BIIT.

OOILIENPUHATHIMU KPUTEPUSIMA B IUATHOCTUKE
BIII' sBasitoTCs faHHbIE aHaMHe3a M KJIMHUYecKas
cumnroMaTuka. OCHOBHBIMU TIPOSIBJICHUSIMU 3a00J1e-
BaHUS SIBJISIIOTCSl CIUICHOMETasiusl, TUMEpPCIUICHU3M,
a TaKXKE MUIIEBOJHO-XKENY/IOUYHbIE KPOBOTEUEHHUSI.
Hau6onee nHpopMaTUBHLIM 1 HE MHBA3UBHBIM METO-
[OM, MO3BOJISIOLLIMM OKOHYATEJIbHO MOATBEPAUTH
puarno3 BIIT, sBisieTcst IymIIeKCHOE CKaHMPOBAHUE
C IBETHBIM JIOMIJIEPOBCKUM KapTUPOBAHUEM COCYJIOB
opraHoB OproiHoi nonoctu. [logTBep:KaeHueM nua-
THO3a CIYKUT BapUKO3HOE pACIIMpEHHe BEH MUIIEBO/IA
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U KeJyJiKa, BBISIBIIsIeMOe TpU 930(DaroracTpoCKONUN
[9].

Jleuenne BIII' koMmmniiekcHoe, BakKHOE MECTO
Cpenu HUX 3aHUMAOT Xupypruuyeckue Metofnl. [Toka-
3aHMEM K onepaTtuBHOMy JjeueHuto BIID gBisroTcst
MUIIEBOHO-KETYOYHbIE KPOBOTEUEHUS, TOCKOJIb-
Ky OHHU SBISIOTCS NPUYUHONA TuOend OONbHbIX.
OnepaTuBHbIX BMELIATEILCTB, NPUMEHSIEMbIX [JIs1
aevenust BIIT', 6b1710 MpenyiokeHO AOBOJILHO MHOTO:
onepalyu, HampaBJeHHble HAa YMEHbIIEHUEe NpPUTO-
Ka KPOBU B TMOPTAIBbHYIO CHUCTEMY (CTUIEHIKTOMMUS,
nepeBsi3ka apTepuil); onepauuu, HarpaBJeHHbIe Ha
pa3o0llUeHre BEH XKelyjKa M MUUIEBOJa C BEHAMU
NOPTAJLHOM CUCTEMbI (TepeBsi3Ka BeH KeJyaka u
nuieBoaa, omnepauusi TaHHepa, pe3eklyss MPOKCU-
MaJIbHOTO OTHEeJIa KeJy/Ka U THIIEBO/A); Onepalyu,
HampaBJIeHHbIE Ha CO3JlaHME HOBBIX NYyTEH OTTOKa
KPOBU M3 MOPTAJbHOW CHUCTEMbI (OMEHTONEKCUS,
opranonekcusi) [7]. B HacTosiliee BpeMsi MOKa3aHUsI
K 9TUM OMepalysiM y [AeTell CY>KEeHbl 10 MUHUMYMa,
MOCKOJIbKY OHM HE MPEeOTBPAIAOT yTPo3y KPOBOTE-
YEHUs1, He JIMKBUJIMPYIOT BEHO3HbIN cTa3 B OacceiiHe
BOPOTHO# BeHbl. TakKe Mocse BbINOJHEHUS] 3TUX
onepauyil CyIIeCTBEHHO COKPALAETCs KOJIUYECTBO
BO3MOXHbBIX BapUalyil LIYHTUPYIOLIUX ONepauui
B nanbHenmeM. Haunbojiee onTUManbHLIM CUYMTAET-
Csl MOPTOKAaBaJbHOE ILIYHTUPOBAHUE: WIIMAKO- WJIU
KaBOME3EHTEPUAJIbHbIE AHACTOMO3bI «KOHEL, B OOK»,
H-06pa3Hblii KaBOMe3eHTepUabHbIl aHACTOMO3, HO
Haubosiee ONTUMAJLHBIM B HACTOSIILIEE BPEMSI CUUTA-
10T CIUIEHOPEHAJIbHBIN aHACTOMO3 «O0K B 6ok» [10,
11]. ITpu Bcex Bupiax IIyHTUPOBAHUS Y Psijia OOJIbHBIX
MOJIOKUTETHHOTO 3(hhekTa JoOUTHCS He yiaeTcs [S].

Kpome Toro, ansi npopuiaakTUK U OCTAHOBKU
racTpos3oareanbHbIX KPOBOTEUSHUN UCTIONIb3YIOTCS
SHJOCKOMUYECKOE CKIIEPO3UPOBAHUE U SHIOCKOTHMYE-
CKOe JIeTMpOBaHNE BEH NMIIEBOMA 1 Kemyaka [3].
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JleyeHre nopTanbHONM rMNepTeH3nn y aeten

Hecmorpst Ha ynydiieHue pe3yJbTaTOB XUPYP-
rnueckoro Jiedenust BIIT', ocTaroTcst, Ha HamI B3JIs,
HEepelIeHHbIMU  CJIEYIOLUE BaXKHble BOMPOCHI:
1) pannss quarnoctuka BIID y fiereit; 2) nokazaHust
J1J1s1 KOHCEPBATUBHOI'O M XMPYPrUYECKOro JIEUEHNsT Ha
OCHOBE OOBEKTHBHBIX KPUTEPHUEB; 3) BIOOP CPOKOB U
o0bema OrepaTUBHBIX BMENIATENLCTB; 4) mpoduiiak-
TAKAa BTOPWYHBIX M3MEHEHUIl B TMEUEHN B YCIIOBUSIX
CHIDKEHHOI MOPTONeYeHOouHoi nepdys3uu; 5) npo-
(punakTUKa M KOpPpeKUMsl M3MEHEHUIl B cucremMax
reMoCcTa3a M IMMYHUTETA JIJIs1 00eCTIeYeHnsI T1aIKoro
MOCJIEONEPALIOHHOTO TeYeHNs] U (PYHKLMOHUPOBa-
HUSI aHACTOMO30B.

MaTtepuan u Mmetoabl. 3anepuos c 1991 no 2010 r.
N0/l HAlMM HabJIroieHueM Haxoaunuch 182 peGeHKa B Bo3pacTe
ot 1 mec fio 14 net. [TauueHTh GbLTH pa3fieNieHbl Ha JIBE IPYTIbI.

B 1-to rpynny Bkitounam 74 HOBOPOXKAEHHBIX C BBICOKUM
PUCKOM pa3BUTHs NOPTANbHOW TUNepTeH3uu. B Hee Bowum:
1) metn mocne karerepusalMM MYNOYHOH BeHbI (28 yenoBek);
2) peTtH, nepeHecme oM(paIuT WK AJIUTEIbHO HE3aKMBAIOLLY IO
MYNOYHYI0 paHKy (5 maumeHToB); 3) GONbHbIE C BBISBICHHBIM
npu Y 31 TpomM6030M BOPOTHOI BeHbI (12 neTeit); 4) mauueHThl ¢
KaBEPHO3HO! TpaHcopMalyeil BOPOTHOI BeHbI (9 HOBOPOKNIEH-
HbIX); 5) IETU C TenaTociuieHoMeranuen (25 4enoBek).

Bo 2-it rpynne HaGmopamichk 108 pereit B Bo3pacTe OT
6 Mec 1o 14 neT ¢ peann30BaHHON MOPTANLHON THIEPTEH3UEI,
BBISIBJICHHO! MO3[HO, y KOTOPBLIX JIMarHOo3 ObUI TOCTAaBJEH IO
00palleHuIO ¢ XKanob6aMu U KIMHUYECKON KapThHOM (Tabiauua).

PacnpepneneHue getei ¢ noptasibHON runepTeH3ven
no noJsy u Bo3pacTty

Yucno peten
BospacT, net NToro
Manb4ynkKun AEeBOYKU
Ot 6 mec po 3 net 32 16 48
Ot4p07 23 14 37
OT8 pno 10 6 5 11
Ot 11 po 14 7 5 12
Bcero 68 40 108

C0XXHOCTb TAaTO(U3HOIOTHUECKUX W3MEHEHU TP TOop-
TaJIbHON TUMEPTEH3WM BbI3BAHA PSJIOM HEOIarONpPHUSTHBIX
¢hakTOpOB, TIpeXAe BCEro CBS3aHHBIX C TEeMOAMHAMHUYECKIMU
HapYIICHUSIMI ¥ W3MEHEHUSIMI B CHCTEME TeMOCTas3a, MOITOMY
GONBHBIM U3 1-i1 TPYMIIBI TPOBOAMIIA OLEHKY MOPTAILHOTO KPO-
BOTOKA B JIMHaMuKe No faHubiM Y 3U u jonnieporpacdui.

B xommuiekcHoe obcrnenoBaHue jeTein 2-it Tpymnibl, Kpome
OOIIEKIMHNUECKOTO W OMOXMMUYECKOTO WCCIIEIOBaHMST KPOBH,
BKJTIOUAJIN OTpeJielIeHNe TI0Ka3aTeleil, XapaKTepU3YIOIX CUCTe-
My remocTasa: nporpom6uHoBoe Bpems (ITTB), akTuBupoBaHHoe
napuuansHoe TpomobomtactuHoBoe Bpemsi (AIITB), mexpyHa-
ponnoe HopmanuzoBaHHoe oTtHouieHne (MHO), cdubpuHoren,
VIII u IX pakTops! CBEPTHIBAHUSI KPOBU.

JIpyroii He MeHee BaKHbII (paKTOp — COCTOSIHUE Celle3eH-
KM, KOTOpasi BCerja BOBJIEKAETCSl B NMATOJIOTMYECKUIl Mpouecc
npu BII. CeneseHka sBisieTCsl CaMbIM KPYIHBIM OpPraHOM
UMMYHHO! cucTeMbl. K MMMYHHBIM (DyHKLHMSIM CEJIE3eHKU OTHO-
CSTCSl: y4acThe B (pOPMUPOBAHMM I'YMOPAIBHOTO U KIIETOYHOTO
VIMMYHUTETA, 3a/IepP>KKa aHTUI'€HOB, IMPKYJMPYIOLUX B KpoBu. B
celle3eHKe NPOMCXO/ISIT AHTUTeH3aBUCUMast poJpepanyst, ud-

¢epenumposka T- u B-mumdgonuTos n o6pa3zoBaHie aHTUTEN, &
TakXe BbIpAGOTKA BEIIECTB, YTHETAIONUX 3PUTPONO33 B Kpac-
HOM KOCTHOM Mo3re. PopMHUpoBaHie 'yMOPaJIbHOIO UMMYHHOTO
OTBETa B BUJIE MPOAYKIMH CTEU(IIECKUX UMMYHOTJIO0YIMHOB
CBSI3aHO, INIaBHBIM 00pa3oM, ¢ cene3eHkoil [6]. [TosTomy npak-
THUYECKU Ba>KHBIM SIBIISIETCS BBISIBIICHNUE XapaKTepa U3MEHEHNil B
“MMYyHHO# cucteme 6oiibHbIX pu BII. C 370 nenbio Mbl ole-
HMBAJIM UIMMYHOIpaMMy 2-T0 ypoBHsl (ompefiesieHre KOJIMYecTBa
T-kneTok, nx COOTHOIIEHNSI U B-K1eToK).

W3BecTHO, 4TO Tak Has3blBaeMble TpOMOOUIMYECKUE
COCTOSIHUS SIBIISIFOTCS] BayKHEHIIMU (DAKTOPAMM PUCKA PA3BUTHS
apTepUalIbHBIX M BEHO3HBIX TPOMOO30B, B YaCTHOCTH B TICUCHH,
U B psifie clyyaeB MMEIOT HaclleICTBEHHYyto npupopy. OHu 06-
YCJIOBJIEHbI T€HHBIMH MYTAaLMsSMU, TaKUMU KaK MOIMMOP(hU3M
reHa MHrubuTopa akTuBaropa mniaazmuHoreHa 1-ro tuna (PAI-1),
MeTuneHTeTparugpodonarpenykrassl (MTI'®P — MTHFR),
Jleitpenckoit mytauueit (V ¢pakTopa), MyTauuei reHa IpoTpoM-
6una [4]. [Ipu reTepo3UroTHOM HOCHUTEJBCTBE OfHOW U3 3THUX
MyTaluil pUcK pa3BuTUs Tpombo3a Bo3pacTaer B 5—10 paz, npu
coyeTaHuu 2 MyTauuii u Gonee, a TakXe MPU TFOMO3UIOTHOM
HOCUTENbCTBE, puck yBenuuuBaercs B 50-80 pa3 [2], B cBs3u
C YeM MbI OINpeJiesIsiii Halnnuue TPOMOO(UIMYECKUX MY TALUIA.

OrneHKa CTeneHn BbIPAXKEHHOCTH (pubpo3a MeveHr MpoBO-
JIUJIach C TIOMOIIBIO IMCKpUMUHAHTHOW cueTHOl mkanbl (JICI)
[12], B KoTOpylo BKIIOYeHbl 3 JabOpaTOPHLIX MapameTpa:
MexpnynapogHoe HopManusoBanHoe oTHouleHue (MHO), coot-
Holwenue akTuBHOCTH ANAT/AcAT, konuyecTBO TPOMOOLUTOB.
Onenka nHaekca ¢puoposa (MP) Bonacini, KoTopast mpoBOgUTCS
nyTeM cymmupoBanusi 6auios no [ICIII, umeeT 3HaueHue B BbI6O-
pe TakTUKM KoMIieKcHoro nevenust BIIT [12].

PesyasTatrelr m oGcyxpmeHue. Y 74
HOBOPOXJEHHBIX (1-1 Tpymma) mnpu NpOBEfIeHUU
Y3W Obum BBISBIECHBI CIEAYIOUME OTKIIOHEHUS:
yBeJauueHue cesue3eHku (y 28 4enoBek), paclumpe-
HHE CEeJIe3€HOYHOI BeHbI (y 2), YIUIOTHEHHE CTEHOK
COCYJIOB MOPTaNbHOU cucTembl (16 ciaydyaes), nepu-
nopTanbHbll (pudpo3 (y 6 mMalmMeHToB), TPOMO B
npocseTe BopoTHOI BeHbl (y 12). HoBopoxknaEHHbIE
C TpOMOO30M BOPOTHOIM BEHbI MOJyYasld COOTBET-
CTBYIOILYO TEPAINUIO: CBEKE3aAMOPOXKEHHYIO IJI1a3My,
Mukpopio3bl remapuHa 10—15 EJI/Kr, akTuBaTOpbl
¢pubpuHoaM3a (mpenapaTbl HUKOTUHOBOW KUCJOTHI),
B pe3ynabTaTe JieueHusi TpoMO mausuposaicss y 10
60nbHBIX. ClielyeT OTMETHTh, YTO y TMAlUEHTOB C
TPOMOO(PUINYECKMMU MyTalMsSIMU CaMOIPOU3BOJIb-
HOTO JIM3UPOBAHUSI TPOMOA HE MPOUCXOAWT B CHITY
MHCMOMIIMY aKTUBATOpA TIa3MUHOTEHa, B CBS3U C YeM
3Ta KaTeropus 60JbHbIX OCOOEHHO HY>K/IaeTCs B CBOE-
BPEMEHHOI MEIMKaMeHTO3HOW Tepanun. V3smeHeHus
B CHCTEME€ remMocTa3a ObIJIM TMPECTABJICHbI CHILKE-
HUEeM (PYHKIUUA TPOMOOUUTOB, TPOMOOUMUTOMNECHUEH,
runobuOpMHOTEHEMIEN 1 MOBBIIIEHNEM KOHLEHTpa-
uuu POMK B kposu.

IIpy panbHeieM JUHAMUYECKOM HaOJItojIe-
HUM B CJIy4yae HapacTaHWs HapyLIEeHWI MOpPTalbHON
reMOJIMHAMUKH, TIO IAHHBIM 3XOrpacuu, BCeM IETIM
BBIMOJIHSANIM ~ (pMOP0330(haroracTpoOCKONuIo, st
OIPEJIETIEHNs] CTENEHN BAPUKO3HOTO PACLIMPEHNS BEH
nuieBofa, ¥ 3V BHYTPEHHUX OpPraHOB, OLIEHWBAIIN

45



C.[. KawwvpwvH n gp.

«BectHuk xupyprun»*2011

JabopaTopHbIE faHHbIE, B TOM YHUCIJE MOKa3aTesn
CUCTEMBbI FeMOCTa3a.

Bo 2-it rpynne u3 108 6onbHbIX y 103 (95.4%)
BbISIBJICHA BHeMeuYeHouHass opMa MOPTaJIbHON
runepreHsuu, y 3 (2,8%) — BHYTpUINEUEHOUHON U Y
2 (1,8%) — cmeliaHHasi.

BuyTtpuneyenoutnas ¢opma 6bu1a 00yClIOBIIEHA Y
OJIHOTO TALMEHTa MyKOBUCLUIO30M, Y 2 — IIUPPO30M
NeYeH! NPU IMTOMETAJIOBUPYCHOIN MH(PEKINN.

ITpyunHOi pa3BUTHUSI BHENMEUEHOYHOH (POPMBI
NOPTANbHON TUMEPTEH3UU SBUJIACh KaBEpHO3-
Hasi TpaHcopmalys BOpPOTHOW BeHbl. [Ipuuem y
75 (69,5%) mauueHTOB 3a60JeBaHUE TMPOSIBIISLIOCH
€/IMHCTBEHHbIM KJIMHUYECKUM MNPU3HAKOM — CILjIe-
HOMerasuei, Koropasi Obula OOHapysKeHa CIy4ailHo
npu NpoUIaAKTUYECKUX OCMOTpax WM Npu o0cJe-
MOBaHWH 110 MoBoAy Apyrou natosorun. Y 33 (30,5%)
neteii quarHo3 BIIT™ 6611 ycTaHOBIIEH TIOCTIE BHE3AITHO
BO3HMKILIETO MUILEBOJIHO-KENYJOYHOTO KPOBOTEYe-
HUSI, U3 OOILEro 4ymcjia 3TUX OONbHBIX y 23 perei
KpOBOTEYEeHHE ObLIO OCTAHOBJIEHO KOHCEPBATUBHO, Y
10 60BbHBIX MOTPEOOBANIOCH SKCTPEHHOE XUpYypruye-
CKOE BMEILATENbCTBO.

OreHKa MoJTyYeHHBIX pe3yJIbTaTOB UCCIIeJOBAaHUI
nokKasana, 4YTo B 0OLIEeM aHaln3e KPOBU Y OOJIbHBIX C
BIII" BoisiBasinacek anemust (57,04%), TpomGouTOIE-
Hust (54,28%), nevikonenust (15,64%), He3aBUCUMO
OT TOTO, BBIMOJHANACH pPaHEe CIUIEHIKTOMUS WU
HeT. B OumoxumMumyeckom aHaim3e KpPOBH OOHApy-
SKEHO TIOBBIILIEHNE YPOBHS LIENOYHON (pochaTassl,
YTO YKa3bIBa€T Ha XoJjecTa3. 3HAYMTENbHO peske
HaOJTIoflaeTCs MOBBIILIEHNE TPAaHCAMUHA3 KaK MPU3HaK
UTOJIN3A FeNaTOLUTOB.

ITpu nccnenoBanum nokasaresnei remocrasza B 19
ciyJasix BbIsiBJieHO ToBbiienne MHO 6Gogee 1,13, B
4 — cumxkenue aktuBHocTH VIII pakTopa cBepThIBa-
Hug 1 B 8 — IX dakropa (Hizke 80%). Hapyenus
cuctembl remMoctaza npu BII', Ha Ham B3rasj, BO3-
HHUKAIOT B CBSI3U C OOEJHEHWEM BHYTPUIIEUYEHOUYHOTO
KPOBOTOKa, YTO MPUBOANUT K feuIUTy (paKTOpOB
CBEPTBIBAHUS, CUHTE3UPYEMBIX B TIEYEHH, SIpYE BCETO
ato orpaxkaerca Ha cunTe3e VIII ¢akropa cBepThbI-
BaHud. [decpuuur Butamun K-3aBucumbix gakTopoB
(takux kak VII u XI ¢akTopsl) nosisisiercs Ha (oHe
SIBJIEHUI1 X0JIeCTasa.

WccnenoBanne MMMYHOTpaMMbl 2-TO  ypOBHS
nokazano, 4to y 30% OONBHBIX C COXpaHEHHON
CEJIe3eHKON BBISBJICH BTOPUYHBI WMMYHOAE(ULNT,
T-keTo4yHasi HEOCTATOYHOCTh PA3JIMYHBIX CTere-
HEll.

JeBsiTHaAUATL feTell u3 2-ii Tpynmbl ObLIN
o0cye/loBaHbl Ha HaJau4yue TPOMOOUINYECKUX
MYTalyii, y HAX BBISIBIEHO 34 pa3inyHbIX TE€HHBIX
MyTalii — TeTepO3UroTHAs MyTalys T'eHa WHIM-
ouTopa aktuBaTopa mniazmuHoreHa I tuna (PAI-1)
y 16 o6cnenoBaHHbIX 1y 4 — TOMO3WUTOTHAsI, reTe-
po3urotHble MyTauuu MTTOP — y 11, JleiineHckas
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myTtauus (V ¢axkropa) — y 1, mporpombuna — y 2.
Y 12 (63,15%) nereit 0OHapY>KEHO COYETaHHUE JIBYX
MyTaUuuii WM Gojiee. DTO yKa3bIBa€T Ha BBICOKWIA
pHUCK TpOoMOOOOpa30BaHMs, B TOM YHCJE B COCyAax
NOPTAJILHOW CUCTEMBI.

ITo mamabiM Y3WM W AymIeKCHOrO CKaHMPOBA-
HUSl TeUeHH, MEepUNOPTaIbHbIA (PUOPO3 oOmucaH y
35 GoJbHBIX, NepUBE3UKaJbHbI (pruobpos — y 19
nauueHToB. C [enbio onpefiesieHns crenenn (pruoposa
NeYeH! y MalMeHTOB onpefessuicsl nHaeke Bonacini:
y 15 GONBHBIX ¢ BHEMEUEHOYHO! (DOPMOI MOPTaIb-
HOW rUrnepTeH3un U3 35 06ciieJOBaHHBIX OH yKa3bIBAJl
HA HaJIM4KMe BBIPAXKEHHOTO MEYeHOYHOro ¢(ubdposa,
cragus F4; y 17 pereit — Obu1 yMepeHHbIN (hubpo3
nevenu, cragus F1-F3. Tonbko y 3 nauueHToB npu-
3HaKOB (pubpo3a He oOHapyxkeHo, cramuss FO-F1.
HaunGonbuive u3MeHeHusi MMENUM MECTO y JieTeil C
HACIIE[ICTBEHHBIMA TPOMOO(UINSIMHU.

TsxkecTh TeyeHus: 3a00seBaHKs OLEHUBATIACH MO CIEYHO-
M TIapaMeTpam:

1. Crenenn BapWKO3HOTO pPACIIMPEHUs] BEH MMILEBOAA U
SKeITyIKa.

2. BbIpaxkeHHOCTH TeMOIMHAMUYECKUX HapylIeHWil B Gac-
cefiHe BOPOTHOM BEHbI 110 IAHHBIM 3XO0f0NIuieporpauu.

3. BoIpakeHHOCTH M3MEHEHNIT B CHCTeMe reMoCTasa.

4. Nnpekcy Bonacini kak nmoka3aTelito BTOPUYHbIX (pUOGpPO3-
HBIX U3MEHEHNIT B TICUeHH.

[To atum nokaszarensM Hamu ObLIM pa3pabOTaHbl CIEAYIO-
1iye JOMNOJHUTE/IbHbIE KPUTEPUU [l OLEHKU CTEHEHU TSKeCTU
BIIT y pereii:

1. Jlerkoe Teuenue (n=17).

1. Bapuko3Ho-pacumpenHble BeHbl nuiieBopa 0-I cre-
MEeHHU.

2. O6BEMHO-CKOPOCTHBIE XapaKTEPUCTUKY MOPTAIBHO-
ro KPOBOTOKA B TpefieIax HOPMBI.

3. HesnauutensHoe yseauueHue MHO po 1,13, yme-
pEHHast TPOMOOIUTONCHNIS.

4. Nupekc Bonacini 0-3 6anna.

II. Cpepneit crenenu Tskectu (n=54).

1. Bapuko3Ho-pacumpensuble  BeHbl numesBopa I11-111
CTeNeHN.

2. CHnxenne OOBbEMHO-CKOPOCTHBIX XapPAKTEPUCTHK
MOPTAJILHOIO KPOBOTOKA, HAJIM4KMe pPa3HOHAIpaB-
JIEHHOTO KPOBOTOKA B BOPOTaxX TMEYEHH, NMPU3HAKH
NepunopTagbHOro udposa.

3. BolpaskeHHbIe TPOSIBIICHNS THIEPCITIEHN3Ma, CHIDKe-
HUe KonmuecTBa ¢pubpuHorena. Ypemamuenne MHO
o 1,3.

4. Nupekc Bonacini 4—6 6amios.

III. Tsekenoe Teuenue (n=37).

1. Bapuko3Hoe paclmpeHre BEeH MUILEBOjA, KelyaKa
III-1V crenenn.

2. BoIpakeHHBIIT TepUNOPTATLHBIN, NMePUBEe3NKAIBHBIIN
(pubpo3, KaBepHO3HAs TpaHCOPMANUS BOPOTHOM
BEHbI, CHIDKEHHE OOBEMHO-CKOPOCTHBIX XapakTe-
PUCTHK, M3MEHEeHNEe HANpaBJIeHHOCTH KPOBOTOKA B
BOPOTAX MEYEHNU.

3. Manuuronenust, aecpuuur VIII u IX dpakropos ceep-
ThIBaHUS KpoBHU, yBermuenne MHO>1,3, cHizkeHne
KosmuecTBa (pMOPUHOTreHa, BTOPUUHBII MMMYHOJIe-
punut.

4. Nupekc Bonacini 6osee 7 6asios.
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JleyeHre nopTanbHONM rMNepTeH3nn y aeten

B 3aBucumocTH OT TsKeCTM TeueHus 3aboJe-
BaHMs HamM paszpaboraHa pudepeHIrpoOBaHHAS
TaKTUKa KOHCEPBATUBHOTO M XMPYPrUYecKoro jeve-
HUSL.

1. TIpu nerkom TeyeHuM 3a00JI€BaHKUST OCHOBHbIE
YCUJIMSI HAMpaBJieHbl Ha NPO(MUIAKTUKY BTOPUYHBIX
(puOPO3HBIX U3MEHEHU B TMeUEHU, HA3HAUCHKE Tera-
TONPOTEKTOPOB (acceHuuane, ocoriup u T.0.),
KOPPEeKLUMIO U3MEHEHUI B CUCTEME reMocTasa: mpe-
napatbl (QOJMEBON KUCJOTbI, BUTAMUHbI TPYIIbI
B, B TOM uucne aHrMOBAT — BUTAMUHHBIA KOM-
nnekc [1], jie3arperaHTbl, ak TUBATOPbI (pUOpHHOIM3A
(HMKOTHMHOBAsi KMCJIOTA, CTPeNTOKUHA32a). IIpu BbIsB-
JIEeHNM TPOMOO(UINYECKX MYyTaluii HeoOXoauMa
CBOEBpPEMEHHAs MEIMKAMEHTO3Has Tepartus /sl po-
(pUNTAKTUKY TPOMOO30B COCY/IOB NIEUCHU U CEJIE3EHKU.

2. BonbHble co cpefiHeli CTENEeHbIO TSXKECTU TeUe-
HUsl 3200JIEBaHMSl YK€ HYKIAIOTCS B MPOPUIIAKTUKE
racTpoa3odareanabHbIX KpoBoTeueHHil. C 3TOi LEbI0
Mbl TPOBOAMM 3HJOCKONMYECKOE CKJIEPO3MPOBAHUE
BEH MMIIEBOJa 1 XXenyjka. B kauecTBe ckiepo3aHTa
UCTIOJIB3YETCSl OIHOMPOLEHTHBIA PACTBOP 3TOKCH-
ckieponia unu Pubpo-BeiiHa B AO3UPOBKE 2 MI/KT
Macchl Tena pebenka. [Iposogutcst 3-5 KypcoB ¢
UHTEPBAIOM 3—6 Mec Mo 2—5 ceaHCOB Ha OfIUH Kypc
[0 MOJIHOW OOJUTEpAUUU BapUKO3HO-PACILIMPEHHBIX
BeH. B mpouecce 3HIOCKOMUYECKOW CKJEepoTepa-
UM, C LEJIbIO CHUKEHUS] KUCJIOTHOCTH KEJTYyJOYHOTIO
COJIEp>KUMOro U 0oJiee ObICTPOro BOCCTAHOBJIEHUS
CIIM3UCTON OOOJIOUKM NHIIEBOAA MalieHTaM Ha3Ha-
yaroT: oMe3 no 1 tabnetke 2 pasza B aenb 10 pmHei;
conikocepu 2,0 B/M Ne 10; BunmiiuH no 1 pecepTHoit
JIoXKe 3 pasa B JieHb uepe3 1 u nocie enpbl 20 gHeit;
MOTUJIUYM 1O 1 TabneTke 2 pasa B JIeHb; aJMaresib 1o
1 mepHoii 1okKe 3 pa3a B JICHb.

[TagueHThI ¢ NpU3HAKAMU XONIECTa3a U MOBPEXK/E-
HUS TENaTOLMTOB MOJIYYaId B JIEYEHUU XO(MUTOI MO
1 TabneTke 3 pasa B JieHb Mepef] eoi U SCCEHIMae
no 1 kancyne 1 pa3 B ieHb Ha npoTsixkeHun 30 fHEd.
IIpy BbISIBIEHUM BTOPUYHOTO HMMYHOAE(ULUTA,
T-kneToYyHON HEmOCTATOYHOCTU, C 3aMECTUTEbHON
uesbto npumensicst Tumanud 3,0 B/m Ne 10, 3aTem
Uil aKTUBaUMU BbIpaOOTKM T-KNeToK — B Karisix
un tabdnetkax no cxeme 20 pueii. Ilpu cHukeHun
AKTUBHOCTHU (paKTOPOB MPOTPOMOMHOBOIO KOMILIEK-
ca — BMKAcCOJI U IMIMHOH B Ta0JETKAX.

3. Bomee cioXHOI B TuIaHe BbIOOpA TAKTUKU
JIeYeHUs1 SIBJSIETCSl Tpynmna OOJBHBIX C TSKEIbIM
TeuyeHreM 3a00JieBaHUsl, TJleé OYeHb BBICOK pPHUCK
NHILIEBOJIHBIX KPOBOTEYEHUI WUJIM OHU YyXKE€ COCTOS-
JIUCh U PEUUUBUPOBAIIU, TPOU3OLLIN 3HAUUTEILHbIC
U3MEHEHMSI B CUCTEME I'eéMOCTa3a, BbIPAXKEHbI SIBJIe-
Husl runepcriieHusMa. K Takum naupeHTam Mbl
MPUMEHSIIM AKTUBHYI) XUPYPrUYECKYH0 TaKTHUKY.
BeinonHsinack onepauys B 00beMe: BEPXHECPEMH-
Hasl JIaapoOTOMMUSl, CINIEHIKTOMUS, TIEPEBS3Ka JIEBOM

>KEJTYJIOYHON apTepuM W BEHbI, FaCTPOTOMUS C TPO-
IIMBaHWEM BapUKO3HO-PALIVPEHHBIX BEH IUILEBO/IA
W JKeJyflka, OMONCHsl MeYeHW, KPUOOMEHTOrenaTo-
nekcusi. Dta rpynna coctaBuia 58 (69%) GoNbHbBIX,
8 M3 HUX JOMOJIHUTENLHO WHTPAONEPAUUOHHO IMPO-
BEJICHO 3HJOBACKYJSIPHOE CKJIEPO3WPOBAHUE BEH
nuIeBofia. Y JeTeil ¢ BapUKO3HBIM PacCIIMPEHUEM
BeH nuuieBopia II-IV cTenenu, HO 6e3 BbIpa>KeHHbIX
TPOMOOLIMTAPHBIX W TFEMOCTATUYECKUX HapyLIEHWI,
CIUTEH3KTOMUsl He mpoBoguiack y 6 (7,1%) nauu-
€HTOB. 6 MalMeHTaM HaJIOXKEHbl pa3jIMYHbIE BU/bI
WYHTOB (2 GOJBHbIM — ME3EHTEPUKO-KABAJILHbI,
3 — MeseHTepuKO-KaBalbHbIl H-myHT, 1 — crute-
HOpEHAJIbHBI).

Takum oOGpa3om, Mo JlaHHbIM aHaMHe3a, y 30 u3
108 pereil B meprope HOBOPOXKJAEHHOCTH BBITOJIHS-
Jlach KaTeTepu3alysl MyrnoyHON BeHbl, BO3MOXKHO, 3TO
SIBJISITIOCH TIPUYUHON pa3BUTHSI TOPTATIBHON TMIepTEeH-
311 B CBSA3M C pa3BUTUEM TPoMOOdeOuTa BOPOTHOM
BEHbl WM YCYIyOnsjio ee TeyeHue Ha (poHe BpOXK-
JIGHHOI aHrMOMAaTO3HOW TpaHc(OpMald BOPOTHOM
BeHbl. Y 30,5% mnanueHToB 3a00JIEBaHNE BLISIBJIS-
JI0Ch Ha (pOHE TacTpo330hareasbHLIX KPOBOTSUCHMUIA,
OTACHBIX [T KU3HU, YTO TPeOOBAIO MPUHITUS 3KC-
TPEHHBIX MEP B BUJIE ONEPATHUBHBIX BMEIIATEIHCTB.
Jng npouIakTUKM KPOBOTEYEHWI AaHHAs Tpymnmna
MAIMEeHTOB B JIONOJHEHNE K ONEePATUBHOMY JIEUEHHUIO
M CKIIEpPO3MPYIOIEN Tepanuu HYXKAaeTcss B KOp-
PEKLIMM FeMOCTaTUYECKUX HapyuleHuil. I1o maHHbIM
WCCJIEIOBAHUI OMOXMMUYECKUX TMOKa3aTeseil KpoBu,
clenyeTr, 4to y jereil, crpagatrowux BIIL, pas-
BUBAIOTCS SIBJIEHUSI XosecTa3za M (pubpo3a NeyeHu.
Ha ¢one ¢pubposza neyenn HapyluaeTcsl €€ NiacTu-
yeckass (PyHKLIWsI, 4TO BEJET K Pa3BUTHIO aHEMUH,
TPOMOOLMTONEHUU, AePUUUTY (PAKTOPOB CBEPThI-
BaHUsl. Y [€Teil C YBEJMYEHHON CEJIE3CHKON WU
MOCJIe CMIJIEHOKOMHM B 3HAYATEIBHOM YHUCIIE CITy4aeB
OTMEYaroTCs sIBJIeHUs] T-KJIeTOYHOro MMMyHopen-
muta. Y 98% o00cnenoBaHHbIX OOJLHBIX BbISBJICHBI
TpPOMOO(UINYECKHE MYyTaluu, 0O0YCIaBIUBAIOLLUE
NpOrpeccupoBaHre TPOMOO3a BHYTPUNEYEHOYHBIX
pa3BeTBIEHWI BOPOTHOWM BEHBI W TMOCJEQYIOLIEe
pa3zButue pudpo3a, BbI3BAHHOE OOEHEHUEM Ieue-
HOYHOIO KPOBOTOKA 3a CUET CHUIKEHUSI NEeYEHOYHOMN

nepysuu.

BeiBogsl. 1. [Insg mpodpusiakTuku Mporpec-
crpoBaHusl 3a00JieBaHMS U MPeAyNpeKaeHus
MUILEBOJIHO->KENY/IOYHbIX KPOBOTEYEHUH JETH C
BHENEYEHOUHOI (pOpMOI MOPTAJbHON THUNEPTEH3UN
Hy>Kf1atoTcsl B quphepeHIMPOBAHHON TaKTHUKE BEfIe-
HMSI, HANpaBJIEHHOW Ha KOPPEKLMIO HapYLIEHWI CO
CTOPOHBI CBEPTHIBAIOIIEH CUCTEMbl KPOBH, 3aMefl-
JeHue pas3BuTusi ¢pubpo3za mneyeHu, a TakXKe B
npopuIakTUKE peann3anud TPOoMOO(UIMUECKUX
COCTOSIHMI, OOYCJIOBJIEHHBIX MYTAlUSIMU, B 3aBUCHU-
MOCTH OT CTETIEH! TSKECTH TeueHHs 3a00JIeBaHNS.
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2. et ¢ SBJIGHUSIMU TUMEPCIUIEHU3MAa U Te,
KOTOPbIM OblIa BBINOJHEHA CIUIEHIKTOMUS, HyXK/a-
FOTCS B MPOPUIIAKTUKE M KOPPEKLMN U3MEHEHNI CO
CTOPOHbI UMMYHHOH CHUCTEMBbI B CBSI3U C (pOopMUPO-
BaHUeM T-KIIEeTOYHOI UMMYHHOH HEIOCTATOYHOCTH.

3. Mcnonb3oBanue uHaekca Bonacini mo3BonsieT
OMNpE/IECNNTh PaHHUE TIPU3HAKKM Pa3BUTUSI BTOPUYHOTO
¢pubpo3a mevyeHn Mpy MOPTAIBLHOM TUNEPTEH3MU Y
JeTen.

4. Y peteil ¢ pealM30BaHHbIM CHHPOMOM MOp-
TaAJILHON MMIepTeH3uM ¢ YacToTol 98% BcTpeyaroTcs
MapKEPBI HACJIEICTBEHHBIX TPOMOO(UITHIA.
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S.D. Kashirin, V.A. Kozhevnikov, A.V. Suvorova,
A.T. Khaziev, V.I. Golovko

A DIFFERENTIATED APPROACH
TO THE DIAGNOSIS AND TREATMENT
OF PORTAL HYPERTENSION IN CHILDREN

The authors analyze their experience with diagnosis and
treatment of 182 children with syndrome of portal hypertension
(PH) from 1991 through 2010. Two groups of patients were con-
sidered. The first group included 74 newborns with high risk of
the development of PH (infants after catheterization of the umbil-
ical vein who endured omphalitis with USI diagnosed thrombosis
of the portal vein, patients with cavernous transformation of the
portal vein, hepatosplenomegaly). The second group consisted
of 108 children aged from 6 months to 14 years with realized
syndrome of PH. Investigation of hemostasis (international nor-
malized ratio, fibrinogen, VIII and IX factors) immunogram of
the 2nd level, determination of gene polymorphism (prothrom-
bin, V factor, MTHFR, PAI-1), Bonacini index were included
in the complex of examination, besides clinical and biochemical
analyses of blood. The degree of disturbance of hemodynamics
in the portal system was estimated by the data of USI, dopplerog-
raphy, FEGS. It was established that children with extrahepatic
portal hypertension have markers of hereditary thrombophilia in
98% of cases. Bonacini index allows determination of early signs
of the development of secondary fibrosis of the liver in children
with PH without using liver biopsy.



