B neeponozuneckom cmamyce om 26.09.06: mpaema-
muveckas avnymayusa 1-2 ganane borwutozo narvya npa-
600l Kucmu, Hepentele Hepavl bes namonozuu. Ilapeszos nem.
Pegpnexcor 6e3 ybedumenvHotl pasHuysl CIMOPOH: HA PYKAX
Jrcueble, KOJICHHbIC — GbICOKUE, AXUII08bL HONUKIOHUYHBIE,
08YCMOPOHHIte A0OYKMOPHbLE (hDeHOMEHbI, CRPAsa NamoI021-
yeckuii pegprexc Axobeona-Jlacko. Jfucmanvhwiii 2unepauo-
po3 xoneunocmeil. Hetiponcuxonozuieckoe mecmuposanue:
0ObeM HeNnocpeoCmeeHHo20 30noMUHaHs — 8 crog uz 20;
obveMm onocpedosannozo anomunanus — 14 cnoe uz 20; 06-
wee epeMst 6bINOHeHUst KoppekmypHoti npobvrt — 4 mun 3 ¢,
«unoexc ymomiasiemocmuy — 0,7. B dononnenue x anammesy:
00 Hacmosiyezo 3a001e6aHUL CUUMan cebs 300posbiM, HA
yueme y He6pono2a He COCMOLN, 6 WIKOIe 3AHUMANCS Pusu-
uecKoll KyIemypoil € OCHOBHOU 2pynne, obciedoean no npu-
3618y — NPUSHAH 200HBIM K BOCHHOT CTyoiche.

K neuenuio — MUKpoyupryIsiHmel, HOOMponsl, MUlb2am-
Ma. Bemucan 6 y0oeiemeopumenbHoM COCHOAHUY HOO HA-
6nr00e e SHOOKPUHONIOZA.

Saxmouumensreiii ouazHo3: caxapruiii ouabem, 1 mun,
enepevie GlAGICHHELN, OeKOoMHeHcayus, Kemoayuoos. Jua-
bemuueckas SHYePanoMuesonamus.

Bmopoe nabniodenue ceudemenocmeyem o paseumui y
nayuenma 19 gem ¢ enepevie 6bIAGIEHHBIM CAXAPHBIM OUabe-
mom I muna, dexomneHcayueti, Kemoayuoozom ouabemuec-
KOt SHYePanoMuesonamu.

B saxmoueHne cnepyeT MOIIEPKHYTh, 49TO JHa0ETHIEC-
Kiif KeToanua03 HpH caxapHoM jualeTe, HE3aBHCHMO OT

BO3pacTa MaIMECHTOB, THIIA W JaBHOCTH 3a00JICBaHWSI, CIIO-
COOCTBYET Pa3BUTHIO TSDKEIBIX IOPaKECHAH IIEHTPaILHON He-
pBHOH crcTeMbl. Mexo MO3ToBO# KOMBI BO MHOTOM 3aBHCHT
OT CBOEBPEMEHHOM MAarHOCTUKH HEBPOIOTHICCKHUX OCIIOXK-
HEHHH M WX KOMIUIEKCHOH Tepamuu. B anroputm obcieno-
BaHUSl OOJILHBIX CaxapHBIM JHabeTOM ¢ JIEKOMIICHcarueh
MeTaboImu3Ma U PasBUTHEM KOMEI TIeeco00pasHo BKIIOUATh
KOHCYIIBTAIT| HeBposora 1 Hefipopmuay anmmsarmo — KT-nc-
CJIE/IOBAaHHE TOIOBHOTO MO3TA.
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CJIYUAH XPOHUYECKOI'O I'TOMEPYJIOHE®PHUTA
Y AEBOYKMU 10 JIET C TIEPBUYHBIM
AHTHOOCOPOJIUIINIAHBIM CHHAPOMOM

Yumuncras 20cyOapcmeenas MeOUyUHcKas akaoeMus;
Obnacmmnas demckaa kiunuveckaa boavruya Nel, 2. Quma

Antudochomumuantiit cuanpom (ADC) — xpoHndecKuif
Ba30aKKJIIO3UBHEI IIPOIIECC ¢ PENMIMBAPYIONTUMHE TPOMOO-
3aMH BEH, apTepuil MM MEIKUX BHYTPHOPTaHHBIX COCY/IOB,
IIPUBO/ISIIIH K Pa3BUTHIO HOJMOPTaHHON UITIEMUH, & HHOT/Ia
1 K IIOJIMOPTaHHOM HEJIOCTATOUHOCTH [S]. YUUTHIBaAS TPY IHO-
CTH B IMATHOCTHKE U JICICHUH, Pa3HOOOpa3ne KINHAICCKAX
nposisienuii, AOC ocraercst o1HOM U3 HamboIee akTyalb-
HEIX IPOOIEM COBPEMEHHON MEMITMHEL, 3aTpardBaroInei
Pa3IMYIHBIE OTPACIId MEJUITMHCKON HayKH [2].

B Hacrosiimniee BpeMs yCTaHOBIEHO, 4TO 10 70% Beex ciry-
YaeB BEHO3HOTO TpoMO03a OOYCIOBICHB TCHETHICCKUMH
IPUIMHAMH, T.€. HACIEACTBEHHON MPEpacioNokKEHHOCTHIO
(mepBuaHOM TpoMbOodmmeit), Ha GoHe KOTOpo# mprodpe-
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Kmiouesvie cnosa: rnomepynonedpput, antudocdommmi-
HbIIl CHHJIPOM.

Key words:
syndrome.

glomerulonephritis, antiphosphorouslipid

TEHHBIE (PAKTOPHI UTPAIOT IPOBOIUPYIONYIO poib. O0beM
HCCIIEIOBaHNH, MOCBSIIEHHBIX dTOH mpobneMe v aeTeii, mo
CPaBHEHUIO €O B3POCIBIMU, OTHOCHTEILHO HEGoIIbINOH [3]. B
HacTOsIIIEE BPEMsT H3BECTHHI Je(EKTHl B TeHAX CICAYIONMNX
(haxkTOPOB CBEPTHIBAHMS KPOBH, IIPHBO/SIIHE K HACIE/[CTBEH-
HBIM TpoMOodmmiamM: anTuTpoMOuHa-111, nporennos C u S,
agoMasinu nporpomOuHa G 20210A, MeETHIEHTETParujpo-
donarpenyxrassl (MTT©OP) u apyrue. Cpean HEX HamboIee



YacTO BCTPEUAIOIMEHCs W KIMHUIECKH 3HATUMO SIBISETCS
omucanHad B 1993 1. HacinencTBeHHAs TpoMOodmms, 0dyc-
JOBJICHHAsI PE3UCTEHTHOCTEIO (pakTOpa Va K akTHBHpOBaH-
nomy nporeuny C (APC-R). B ee ocHOBE JEKUT TOUETHAS
MyTarys reHa dakropa Va, o0o3HagacMast Kak aHOManust V-
Jletinen (FVL) [1, 4].

PactipoctpanennocTh neleHOBeKOM MyTanuu (axTopa
Va cpemy IpakTHYIECKH 3/10pOBOTO HaceneHusl B EBpone u
CHIA xonetnercs ot 3 j1o 15%. IIporeHT BELIBIEHU JIaHHOH
MYTaITMH OKa3aJcsl caMbIM BBICOKHM CPEJTH IIpE/CTaBUTENeH
Oenoit pacsl (5,27), B IPyTUX STHUIECKUX IPYIIIIAX OH 3HAYTH-
TensHO HIke [6]. YacToTa BeTpedaeMocTl TpoMOO(QWInT Ha
Beelt Tepputopnn Poccuiickolt @enepanuy He yCTaHOBICHA.
[lo naHHBIM OTEYECTBEHHBIX MCceoBaTenet, anoManust V-
Jleligen B 3amagubX peruonax Poccum cocramisier 3,2% B
Homy sy, | lo HarmmM JaHHBIM, Ha TEPPUTOPHE 3a0aiikanns
JIaHHEBIH BHJ| aHOMaIIMH BeTpedaercs B 3,7% ciryuaes [7].

MeToabl HccIe10BaHIA

KoaryismuoHHBIH reMocTas OIEHUBAIH TI0 CIIE/IYIONIM
TecTaM: mpoTpoMOnHOBoe BpeMs (A.J. Quick, 1943), MHO,
AUTB (M.I. Larrien, C. Weillard, 1957). Onpenencuane pe-
3UCTEHTHOCTH Va-dakTopa K aKTHBHPOBAaHHOMY IIPOTCHHY
C ¥ Hanu4He BOMYAHOYHOTO aHTHKOATYISHTA OCYIECTBRIS-
JOCH KOAryJIOTHIECKUM METO/IOM C HCIONB30BAaHUEM PEaKTH-
BOB (akrop-V-PC-tect) u (Jlromyc-TecT), COOTBETCTBEHHO,
000 «Texnonorus-Craggapr» (r. baprayn). Brlsisienue
MyTanuu (pakropa V-JleifieH) ocyIecTBIsIIOCH METOIOM
[P ¢ ucnonwzoBanuem npaiimepoB OO0 «CuboH3UM»
(r. HoBocubupck).

Hoo wawmm Habrwodenuem Haxoourace Odeeouxa 1995
2. poscoenus, komopasa nocmynuna 17.01.2006 2. ¢ negpo-
Joeuyeckoe omoenerue OOIACMHON OeMCKOU KIUHUYECKOT
onvrnuyer (O/[KD) . Qumwor 17.02.2006 2. ¢ scarobamu Ha
VMEPEeHHYIO NePUOOUHECKYIO OMEYHOCTHb JUYa 6 MmeyeHue
2 mec. Jluaernosz npu HanpasieHuu: Oughpysmuvlii enomepy-
noneppum. Hzeecmno, umo ¢ Oexabpe 2005 2. enepesvie
ROSIGUTUCL OMEKU HA Jule, KOMopsie KyHUPOSATUCH CAMO-
cmosmensHo. Ilpu uccredosanuu mouy HeOOHOKPAMHO O~
Meuanacs npomeunypus 00 0,6%0. B gpespane 2006 2. enosw
HOSIGUTUCL OMEKU, U HPUCOCOUHUIACH YMePEHHAS HeHOCHO-
SHHASL QPMEPUATBHAS SUNEPIMEH3US, 6 CBI3U ¢ HeM 0e60UKA
6vLra cocnumanusuposana ¢ OJ[KD.

H3 anammesa orcusnu uzeecmuo, umo peberox om II
bepemeHnocmu, U3 080IHU, poovl Ha cpoke 35-36 Heo., ge-
com — 2200 2, onunoii mena — 51 cm. 'V mamepu omsazo-
WeHHbII aryuepeKuti anamMnes: sameputas bepemeHHoCHb,
HEOOHOKPAMHO GUIKUOBIULY, NPU NpUEMe KOHMPAYenmueos
ommeuanucy Mamounsle kposomederus. Hacmoswasn bepe-
MEHHOCTH® NPOMEKANA ¢ V2PO30i HEeSbIHAUUBAHUS HA pas3-
JUUHBIX cpokax. B eospacme 7 qem Oesouxa ocmompena
HCUXUQATNPOM, BBICTHAGICH OUAZHO3: YMEPEHHO GbIPANCCHHAs
VMCIEeHHAS, OMCMATOCHTb.

Cocmosmue npu ROCHMYNICHUU 8 CIAYUOHAP PACYEHUTU
KaK CcpeoHeli CIeneHu MANCeCU 3a CHem Heppomuiecko-
20 cunopoma. Ommeuanuce O1eOHOCHb KONCHBIX HOKPOBOS,
omeunHocme auya, oauzypus. B nabopamopnvix mecmax evi-
aeaenvl aeixoyumos 0o 10, 2x 10/ 3a cuem abconiomuoi Heti-
mpodgunuy, ycxoperue COD 0o 30 vm/y, mpomboyumonerus
00 170x107 /n. Taxowce ommeuanuce cunepaunudemus (108
€0./n), eunepxorecmepunemua (12 mmons/n), eunonpomeui-
Hemus (43 2/n), eunoanvbymunemus, 2unep-arvgha 2 2106y-
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aunemus. Tlo oannvim noxazameneti 2eMOCmasa — AGNeHUs
euneproazyiayuu: AYTB — 27 ¢, ¢pubpunocen — 8,5 2/n. B
obugem ananuze moyy yoervHas niomnocme — 1024, berox —
3,3 2ln. Ilo dannvim Y3U nouex — ynnomuenue napeHxumol.

Ha ocnosanuu  knunuxo-1abopamopHvix OaHHbix Obll
8bICMABIeH OUAzHO3: Oupysnbiii 2noMmepyioHeppum, xpo-
Huueckoe meuenue, Heppomuyeckas gopma. IIpoeoounoce
nevenue: Ouema Ne7, ungpysuonHas mepanus — peononu-
emoxut, 10% emoxoza ¢ xommonenmamu, 3% anebymuH,
anmubaxmepuaneHas mepanis, NpeoHU30I0H U3 pacuema
2 me/xe/cym per os 8 3 npuema, cenapun 100 E/l/xe/cym noo-
xooicHo 4 pasza 6 cym 6 meuenue 3 Hed., kypanmun 0,025x3
pasa e cym, syunnun 0,15 no 1/2 mabn.x3 pasa ¢ cym.

Ha ¢one nposodumoii mepanuu noIo#CUmMeIbHo20 3¢-
Gexma ne ommeqanocs. Habriodanuce pasHoHanpasieHHele
Koazylo2uHeckue mecmol, Konebanus YposHs mpomboyumos
HPU HOPMATLHOM UTHU 8bICOKOM YpoeHe 2emoznobuna. Coxpa-
HAICSL YMEPEHHO GbIPANCEHHBIT HePPOMUIecKuti CUHOPOM.
B xomnye cespana oesouxa 6Gvina nepesedena & Jlemckyio
UHGheRYUOHHYIO BONBHUYY C CUMHUIMOMAMU OCIPO2O UHGeK-
YUOHHO20 SHMEPOKONUMA, HA (POHe TMeHeHUs. KOMOpPo2o
OMMEUANOCh YXYOUleHUe COCTHOAHUA, a Yepe3 HeoeNl0 6HOBb
bvita Hanpasiena ¢ Hegponozuueckoe omoenenue OJKD.
Cocmosmue pacyeHuny Kax majfceioe 3a cHem eulpaice HHo-
20 Heppomuyeckoz2o cunopoma. B meuenue 2 on. cocmosue
HPOOOIANCANO YXYOULATBCS 30 CHE HPUCOEOUHCHUSE HeGPONO-
2UHECKOU CUMIINOMAMUKY (CYOOPOICHBLIE CUHOPOM, HapyuLe-
HUe CO3HANUS), Pe3KO20, HO KPAMKOBPEMEHHO20 NOGLIULCHIUS
apmepuansHozo dasienus 0o 160/70 v pm.cm. Ilo danuvim
uccredosaHuii: avipaxcenHas nomiyumemus (He — 180 2/x,
Ht — 50%), euneproazyiayus, eelpadiceHHAs 2UNONpOme-
UHeMUs, OUCHpOmeuHeMs, npomeunypus oo 4,6 2/1, asne-
nua JIBCK-cunopoma. Ha Oxo-KI': obnapysceno nanuuue
HPUCIMEHOYHO20 MpoMba 6 1e6oM npedcepoutt 0o 7-8 mm. B
C6A3U C IMUM 0€BOUKY NePeselt 6 OTMOCNeHUE PeaHUMayul.
o nokazanuam nazunauerno HUBJI, enympueennoe seedeHie
bapbumypamos, aHmubUOMUKOE, 20pMOHO8, 2enaputa. He-
pe3 2 cym cyooposu Kynupoganuce, OMEKU YMEHbULUTUCS.
Boxsnas npodonsicara nonyuames KOMHIEKCHVIO MePanuio,
exniodas 2opmonsl u cenapun. Oonaro uepes 2 cym cocmo-
SAHUE 6HO8b VXYOWUIOCh: Hapocaa nomuyumemus (He — 200
2/n, Ht — 53%), cmanu nosasiamscs Maccughsle Kpogomeue-
HUSL U3 MECH UHBEKYUL (6 Mecme CIOsHUS HOOKTIOUUYHO20
Kamemepa ciesq, KOMopwlil nepecimai QyHKYUOHUPosame, 6
C6A3U ¢ HeM YOaneH), HOJOCHHbIE (8 NICEPATLHYIO HOJOCHY).
Oonospemento no danneim Y3U pecucmpuposaniics mpom-
6bl 60 GHYMPEHHUX OP2AHAX (cene3eHKe, nedeHu u cepoye).
Ho ocusnennoim nokazanuam 09.03.06 nposedena rame-
mepusayis ROOKIIOYUYHOL 6eHbl CHpABa Ot TMUMPOGAHUS
unomponmelx npenapamos. Ha ¢one xposomeuenut, omeu-
HO20 CUHOPOMA OMMEHANOCh nadeHue 2eMo2nobuna, nos-
SUTUCL NPUSHAKYU HANPANCEHUS 6 SPYOHOI KIemKe chpasa.
Hasznauen mopaxoyenmes. lpu openuposanuu niespaivHoti
nonocmu noxyyeno 800 mn cemoppazuqecko HCUOKOCHY, u
6 medeHue 08yxX CYMOK COXPAHANACH KPOGOMouueocms. Ilpo-
eoounoce 3ameugenue ommvrmeimu spumpoyumamy u C3I1,
¢ Yenvlo OCIMAHOBKU Kpogomeuenus 6soouics Hosocegan. C
11.03.06 crusunca ouypes ennomwv 00 anypuu. Hecmomps
HA NPOGOOUMYIO THEPAnUIO, 6 KIUHUKE HAPACMANY CUMHINO-
Mbl noweunoti Hedocmamounocmuy. Coxpansnuce npobie-
MbL ¢ 2eMOCHA30M, 6 CS3U ¢ HeM NOCMOSHHO NPO6OOUNACH
KOppexyus 003bl 2eNAPUHA, NPUMEHANUCL, 6 MOM Hucie, u



HU3ZKOMOTEKYIApHble 2enapunvl  (ppaxcunapun). 16.03.06
ROSIGUNACH KIUHUKA OMEKA Ie2KUX, U0 nompebosaiio peanu-
MAYUOHHBIX MePONPUSINULL, NPOCEOCHUS IKCPEHHOZ0 HepUl-
TMOHEANLHO20 OUATU3A, HPU KOMOPOM 6 OPIOULHON NOTOCTU
obrnapysceno 1500 mn cemoppazuuecxkoii scuoxkocmu. Omex
Jezkux yoanoce xynuposame. C MOMEHMA HOCHMYHIEHUS 8
peanumayuio 6oNbHAs NOAYHANA 30HO060e nUmanue. B ces-
3u ¢ nosereHuem cummmomos nopadcenus KKT, nposeoena
@IJIC, obHapyceHbl 9pO3UEHbBIE USMEHEHUS 6 NUUE800e, IH-
mepanvHoe NUMAaHue NpeKpaujeto.

B ces3u ¢ neoburunvivm meuenuem 3a601e6aHUs U 6OZHUK-
HOGEHUECM MANCENBIX 2EMOPPASUUECKUX OCTIONCHEHU (Mac-
CUBHBIE  JICENYOOUHO-KUULEUHBIE KPOBOMEHEHUs, U3 MECH
UHBERYUY, NOUeHHOe Kpogomeuenue, GONbULoe KONUHeCcH-
60 HANPSINCEHHBIX 2eMANOM HO 6CeMY THENY), UCCIeO08aHbl
HOKA3AMENU 2eMOCHA3d, SbICTHAGICH OUGSHO3: NePEUUHAs
mpombodunua (mymayus paxmopa V-Jleiioen). Bmopuunas
mpomboguna: anmugocghorunuonstii cunopom. Xponuuec-
xuii JIBCK-cunopom.

Ha 71 cym Haxoxcoenus 6 peaHuMayttOHHOM OmoeNeHuu
1O KIUHUHECKUM U DYHKYUOHANLHBIM METNOOAM UCCIeO08AHUS
(OKT') 6b1n duacnocmuposan ungpapxm muoxapoa. Cumepme
bonvHoll Hacmynuna Ha 93 cym npebvieaHus 6 cmayuoHape
OJIKB om nonuopzannoii Hedocmamounocmu. Knunuueckuii
ouaeHo3: nepeuunas mpombogunus. Anmughocgonunudnurii
cunopom. Xponuuecxuii JIBCK-cunopom. IIpasocmoponnuii
Hanpsicennvlli  cemamoparc. I emanepumoneym. Ioueu-
Hoe rpoeomeuenue. JKenyoouno-xuueinoe Kpogomeuenue.
Hocmeemoppacuuecxuti uiox. Ocmpas noueynas Heoocma-
mounocmy. Omex nezkux. J{ughysuvtii enomepyionedpum,
XpoHuuecxoe medenue, nHeppomuyeckas opma. He ucknio-
uaemces medenue 6014aHOUH020 Heppuma. Tpombos cocydos
20I06HO20 MO324, CYOOPOICHBLT cunopom. Ilocmeunoxcuyec-
xasa suyepanonamus. I[lepebGposackynapnas HeOOCHAmoy-
Hocms. Bmopuunas xapouomuonamus. Pacnpocmpanennsiii
unpaprm muoxapoa. IIK 11 B. Oposusnsiii 330¢hazum. Jus-
baxmepuos kuweunuxa. Hocumenv nepumoneanvHozo xa-
memepa ¢ 24.03.06 no 19.04.06. Aozesuenviii nepumoHum.
IIpasocmoponnsis eHympubGOTbHUUHASL Ce2MEHMAPHAsL HHEG-
MOHUSL, BO3MONCHO 2Unocmamuyeckozo eenesa. llonuopean-
Haa Hedocmamounocme. Bmopuunoe HJIC.

B HayuHo-nccnenoBarenbekiif EHTp MOPQOIOTHH He-
JoBeKka I. MOCKBBEI OBUIM HAaIpaBICHBI MaTepHAIBl IAaTOJNO-
TO-aHATOMHAYECKOTO HCCIISIOBAHUS C LENBIO MOATBEPIKICHAST
OCHOBHOTO 3a00JICBAHNUS U YCTaHOBIICHUS IPUIUHBL CMEPTH.

ITo 3aKIIOYEHHIO IPOBEACHHOHM SKCIIEPTH3EI OCHOBHBIM
JIarHO30M SIBHJIOCH COUETAHHOE 3a00JICBaHME: XpOHHUUEC-
kuit rmomepyioHedpur (kox Ne03) ¢ HedpoTmIeckuM U
He(pPOKATHITMHOZHEIM KOMIIOHEHTaMH H (aktop V (MyTa-
must Jledinen (xox J168.2). Mopdomornueckie W3MEHEHHUS
BHYTPEHHHX OPraHOB COOTBETCTBYIOT TUATHO3Y «IIEPBHYHAS
TpoMGOpIITHS . MHUKPOCKOIIHSI OPTaHOB H OTACILHEIX TPOM-
GOTHYECKHX Macc IOATBEPAMIA HAIMIHE TPoMOO3a pasiud-
Hol crenenu JiaHocTU. ADPJIC B jlaHHOM ciydae ciueayer
CUHTATh IEPBUYHBIM, TaK KaK IPEBAIUPYIOT TPOMOO3HI Iy -
GOKHUX BEH, KOPOHAPHBIX apTepHi, 4OPTEHL, JISTOUHBIX apTe-
pHi, peTHHAIBHEIX U IiepeOpalbHBIX cocyoB. CoderaHue
XPOHHYECKOTO TJIOMEPYIOHEPPHUTA ¢ BEIPAXXCHHOM THIIED-
kanbrueMucii. CyOuHTUMAaIbHBI KalbIIMHO3 apTepuid Jer-
KHX, KOPOHAPHBIX COCYJIOB, apTepuil IMUTOBUIHON SKeIe3hl
1 JIPYTUX OPTaHOB, Ae3HI0TENN3alUs TOBEPXHOCTH COCY OB,
4TO SBISAECTCA XapaKTepHBIM st Myranuu Jlelinen. [lpudan-
HOH CMepTH SBHJIOCH COUETaHHE JIBYX OCHOBHEIX 3a0o0lle-
BaHWH, KOTOPBIE B COBOKYIIHOCTH, B3aUMHO OTATOIIAS JPYT
JipyTa, IpUBeNH K rHOeln peGeHKa OT IIOJHOPraHHON Helo-
CTaTOYHOCTH.
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