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OnbIT NpUMEeHeHUs annpocraguna
y 60/IbHOU CUCTEMHOMU KPaCHOM BOJIYaHKOM
U aHTudbochPoaMnUuaHbIM CUHAPOMOM

B CTATBE MPEACTABJ/TEH KIIMHWUYECKMIM CIYHAM MPUMEHEHWSA ANTMPOCTALMA Y BO/TIbHOM C CKB U TAMKEIBIM AHTU®O-
CeonMnnaHbIM CMHAPOMOM, OCNOHUBLLUMMCA APTEPUAJIbHBIM TPOMBO30M. 3ABO/IEBAHME XAPAKTEPM30BA/I0Cb
BbICOKOM AKTUBHOCTbIO, ATPECCMBHbLIM TEHEHWEM, BEAYLUMM B KITMHWUYECKOW KAPTUHE Bbl1 TAXENBIN AHTU®OC-
®OSIMNUAHBIM CUHAPOM, OC/TOMHMBLUMINCA OCTPLIM APTEPUA/TEHBIM TPOMBO30M C PASBUTUEM MPEAHEKPO30B
KOMM KMCTEM PYK. AKTMBHOE JIEYEHWE, BKJTIOHABLUEE CUHXPOHHYIO TEPAMWIO, MTIOKOKOPTUKOWbI M NMPEMAPATHI,
YNYHLWAKLME KPOBOOBPALWEHWE (NMEHTOKCU®UITIMH, ANNMNPWUAOAMO/, TENAPWH), NEPEJIMBAHWE BHYTPVMBEHHOIO
MMMYHOTTIOBYJIMHA, HEAOCTATOYHO CHUMKANO AKTUBHOCTb 3ABOJTEBAHWA M HE NMPEAOTBPAT/10 PASBUTUE TPOMBO-
3A. UCMOMb30BAHME ANTMPOCTAAMIIA MO3BOJIUIO B MEPBBIE YACHI KYMMPOBATE APTEPMAJIbHBIM TPOMEO3, MPEAOTB-
PATUTb PA3BUTME HEKPO30B W MOJIHOCTLIO BOCCTAHOBWTL KPOBOOBPALLEHWE B MOPAXEHHBIX YYACTKAX KMCTEM
PYK. PE3YJIbTATbI KITMHUYECKOIO HABJTKOAEHWA NMO3BOMAKOT CAENATb SAKTFOYEHWE OB 3PPEKTUBHOCTM MNMPEMAPATA
1 BO3MOM{HOCTM Er0 MPUMEHEHWS Y BOJIbHbIX CKB B IETCKOM PEBMATOJ10TMYECKOM NMPAKTUKE.

KJ/TIOHEBbIE C/1I0BA: CACTEMHAS KPACHAAl BOJTHAHKA, ANNPOCTAAWUN, AETH, NIEYEHMUE.

KoHTaKTHaa uHdopmaums: CucteMHas KpacHasa BoJ1YaHKa — reHepasin3oBaHHOE ayTOMMMYHHOE peBMaTu4ye-
AnexceeBa Exateputa MocndosHa, CKoe 3aboneBaHWe HEU3BECTHOW 3TMONIOMUKU, XapaKTepuayloLleecs runepnpoayk-
AOKTOP MEANLIMHCKMX HayK, npodeccop, LiMei WMPOKOro CreKTPa OpraHoHecneUMbUYecKUX ayToarpeccuBHbIX UMMYHOIO-
3aBefylollias OTAeNIeHNeM peBMaToNoru GY/IMHOB K Pa3/IM4HbIM KOMMOHEHTaM pa, a TakKe UMMYHHbIX KOMIM/IEKCOB, Bbl-

HayuHoro ueHTpa 3aopoBbs fetern PAMH
Anpec: 119991, Mocksa,
JIOMOHOCOBCKMI NPOCMEKT, 4. 2/62,

3blBaloLWMX UMMYHOBOCNANNUTENIbHOE MOBPEXKAEHNE BHYTPEHHUX OpraHoB [1].
CucTeMHasi KpacHas BoN4aHKa OTHOCUTCS K YMCy Hanbonee TAXENbIX CUCTEMHbIX

Ten. (495) 134-14-94 3a60/1eBaHN1 COEAMHUTE/IbHOM TKaHW. XapaKTepHOM 0COGEHHOCTbIO €ro AB/SETCS
CraTbst noctynuna 14.07.2006 ., MHOroo6pasue KIMHUYECKUX MPOSIBIEHNIK N BapnaHTOB TeyeHns 6onesnu [1]. Oa-
npuHATa K nevatn 25.09.2006 T. HUM U3 Hanbonee TAKENbIX KIMHUYECKUI NPOABNEHUIN CUCTEMHOWM KpacHOM BOJI-

YaHKKM cYMTaeTcsd aHTUPOCHONMMNUAHbBIA CUHAPOM.

M3yyeHne aHTMdoCchONMNUAHbBIX aHTUTEN Havanoch ewé B 1906 r., Korga Baccep-
MaHOM Obin1 pa3paboTaH CEPONOrMYecKnin MeToll AMarHoCTUKKM cudunuca (peak-
uma Baccepmara). B Havane 1940-x rogoB 6bl10 06GHAPYKEHO, YTO OCHOBHbIM
KOMMOHEHTOM, C KOTOPbIM pearnpyloT aHTuTena («pearuHbl») B peakumm Baccepma-
Ha, ABNSETCS OTPULLIATENBHO 3apPSXKEHHbIM pochonmnua KapamonunuH [2]. B Hava-
ne 1950-x rooB B CbIBOPOTKax 60/bHbIX CUCTEMHOM KPacHOM BOYaHKON 06Hapy-
HUAN LMPKYIMPYIOWMI MHTMOUTOP CBEPTLIBAHMSA KPOBW, KOTOPbIN Obl/1 Ha3BaH BOJ-
YaHOYHbIM aHTMKOarynsHTom. Bckope BHMMaHue uccneaoBaTenen MpuBAEK TOT
daKT, 4TO NPV CUCTEMHOM KpaCcHOM BOMYaHKe NPOAYKLUMS BONYAHOYHbIX aHTUTEN CO-
NPOBOXAAETCS HE KPOBOTOYMBOCTbIO, @ MapafoKCalbHbIM YBENUYEHUEM YaCTOThI
TPOMOOTUYECKMX OCNOXKHEHUIN. OKa3anoch, YTo aHTUGOCHONMNNAHbBIE aHTUTENA SB-
NISIOTCS CEPONOrMYECKMM MapKEPOM CBOEOBPa3HOro CMMNTOMOKOMI/IEKCA, BKIILO-
Yatowero BEHO3HbIE /UK apTepuabHble TPOMB03bI, pasnnyHble GOPMbl aKyLlep-
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B npaKTuky neguatpoB

CKOWM maTtonoruu (B NepBYiO o4epeab NPUBbIYHOE HEBbIHALIN-
BaHMe 6epeMeHHOCTH), TPOMOOLMTOMNEHHMIO, a TaKXKe Apyrue
pa3HO06pa3Hble HEBPOIOrMYECKUE, KOXKHbIE, CEPAEYHO-COCY-
OWCTble, remaTtonorMyeckme Hapywenus [3, 4]. B 1986 .
G. Hughes et al. npeanoxunn o603HavyaTb 3TOT CUMMMTOMO-
KOMMJIEKC KaK aHTudochonmnuaHbin cuHapom [5-8].
MpnyrHbl aHTUdOCHONMNUAHOIO CMHAPOMA M3YYeHbl HeJoCTa-
TO4YHO. lNoBbIlEHNE YPOBHSA (KaK NpaBmio, TPaH3UTOPHOE) aH-
TMHOCHONUMUAHBIX aHTUTEN HabntogaeTcs Ha GOoHe LWNMPOKOro
crneKTpa 6aKkTepuasbHbIX U BUPYCHbIX MHDEKLIMIA, HO TPOMBOTH-
YeCKUe OCNOXKHEHMS Y 60/bHbIX C MHOEKUMSIMKU pa3BMBaloTCA
pefKo. 31o onpeaensieTcs pa3nmninsaMmm B UMMYHHOSTOMMYECKUX
CBOMCTBax aHTUOOCHONMNUAHBIX aHTUTEN Y BONbHBIX C aHTUdO-
cPONUNUAHLIM CUHAPOMOM N MHDEKLMOHHbIMUK 3a60eBaHUA-
MU. TeM He MeHee, NpeanosaratoT, 4To pa3BuUTME TPOMOOTHYE-
CKMX OCNOXHEHUIN B paMKax aHTUdOoCHonmMnuaHoro cuHapoma
MOXET ObITb CBA3AHO C NaTEHTHOM MHbeKUMen. OTMeYeHo no-
BbILEHWE YACTOTbl OOGHAPYKEHUSA aHTUDOCHONNNUAHBIX aHTU-
TeNn B CeMbSX 60bHbIX C aHTUPOCHONMMUAHBIM CUHAPOMOM.
OnucaHbl cnyyan 3TOro cvHApoMma (Yale NepBUYHOrO) Y une-
HOB OZJHOM CEMbMU, @ TaKKe onpeaenéHHasn CBA3b MeXay rmnep-
npoayKumMen aHTMdOCPONUNUAHBIX aHTUTENl, HOCMTENbCTBOM
HEKOTOPbIX @aHTUIEHOB MABHOIMO KOMIMJIEKCA MCTOCOBMECTU-
MOCTW U FrEHETUYECKUMM AedeKTaMU KOMMIEMEHTA.
[ocKonbKy B OCHOBE COCYAMCTOM NaTonorum npu aHtmdocoho-
IMNUAHOM CUHAPOME NEXMUT HEBOCNANUTENbHAsA TPOMOBOTUYE-
CKasl BacKynonaTtus, 3aTparnBatolias cocyabl 1t060ro Kaamoé-
pa W NoKanusauuu, OT KanuanspoB A0 KPYMHbIX COCYAOB,
BK/IlOYAsA aopTy, CNEKTP KIMHUYECKUX MPOSIBIEHUI YPe3Bbl-
YanHoO pa3HoobpaseH [9-15]. B pamKax aHTudochonunua-
HOro cMHApPOMa onucaHbl natonorusa LUHC, cepaeyHo-cocyam-
CTOWM CUCTEMbI, MOYEK, MEYEHU, IHAOKPUHHBIX OPraHoB, Keny-
NOYHO-KULLIEYHOro TpaKkTa. XapaKTepHOW OCOOGEHHOCTbIO aH-
TMOCHONMNUMAHOIO CUHAPOMA ABNSETCH YacToe peuuanBu-
poBaHMe Tpom6030B. [lpMmeyaTesnbHO, 4YTO €CAu MepPBbIM
nposiBieHMeM aHTUPocHoNMNUAHOro CMHAPOMa OblT apTepu-
anbHbIM TPOM603, TO B Nocneayowem y 60nblNHCTBA 60/b-
HbIX Hab10AaNMCh €ro peunamBsbl, a 'y 60/bHbIX C NEPBUYHbLIM
BEHO3HbIM TPOMOO30M PELMANBUPYIOT BEHO3HbIE. BEHO3HbIM
TpoM603 ABNSETCA CaMblM YacTbiM NMPOSABIEHUEM aHTUdOC-
donmnmuaHoro cuHapoma. TpoM6bl 06bIYHO JIOKANM3YIOTCS B
rny6OKMX BEHAX HUMHUX KOHEYHOCTEWN, @ TaKKe B MEeYEHOY-
HbIX, MOPTaNbHbIX BEHAX, MOBEPXHOCTHbIX U APYrMX BeHax. Xa-
paKTePHbl MOBTOPHbIE 3MOONKN N3 TNYOOKMX BEH HUMHUX KO-
HEYHOCTEN B NNErKMe, MHOrAa NPUBOASLLME K NEFOYHON rnnep-
TeH3nn. AHTMDOCHONUNUAHBIN CUHAPOM (Yalle MEePBUYHbLIN,
yem BTOPWUYHbIM) — BTOpasi MO YacToTe NpPUYMHa CUMHAPOMA
Bbapaa—Kuapwu. Tpom603 LiEHTPaNbHOW BEHbI HAANMOYEYHUKOB
MOXET COMPOBOXAaTbCA HAAMOYEYHMKOBOW HEeAOCTaTOYHOC-
Tbto. TPOM6G0O3 BHYTPUMO3rOBbIX apTepPUI, NPUBOASALMIN K UH-
CY/NbTY M TPAH3UTOPHbIM UWEMUYECKMM aTakam — Haunbosnee
yactas noKanusauusa aptepuanbHoro Tpom60o3a npu aHTMdo-
chonmnmnaHoM cuHapome. Peumamsupyolme UEMUYECKUEe
MWKPOWHCYNbTbl MHOMa NPOTEKAIOT 6€3 APKUX HEBPONOrnYe-
CKMX HapyweHWh M MOryT MaHWbecTMpoBaTb CYAOPOXHbIM
CUHAPOMOM, MYNbTUMHOAPKTHOW AEMeHUMen (HanomuHato-
wen 6one3Hb AnbLrermMepa), NCUXMYECKUMU HapyLLEHUAMMU.
BapuaHToM aHTUdOCHONMNUAHOIO CUHAPOMA ABASETCA CUHA-
pom CHepfoHa. ATOT CMHAPOM BKOYAET peunavBupylolmne
TPpoM603bl MO3roBbIX COCYAOB, CETHATOE IMBEAO, a TaKXKe ap-
TepuanbHyto runepTeH3unto. OnucaHbl 1 gpyrue HeBponorude-
CKMe HapyLleHKUs, B TOM YMCIIe MUTPEHO3HbIE FOI0BHbIE 60/,
aNUNenTMHGOPMHbIE MPUCTYMbI, XOpesi, NonepeYyHbln MUENHT,
KOTOpble, OAHAKO, He BCeraa MOXHO CBA3aTb C COCYAUCTbIM
TpoM6030M. MHOrAa HEBPONOTrMYECKUE HAaPYLIEHWS MPU aHTU-
dochoNMNMAHOM CMHAPOME HarnoOMUHaIOT TaKoBble MPU pac-
cesHHOM cKnepode. OgHUM M3 YacTblX KapAMONOrM4yeCcKux

NpPU3HaKoB aHTMHOCHONNNUAHOrO CUHAPOMA SIBASIETCS Nopa-
YEeHWe KnanaHoB cepjLa, KoTopoe BapbUPyeT OT MUHMMaANb-
HbIX HapYLIEHWN, BbIABASIEMbIX TOSIbKO NPKU 3XOKaparMorpadu-
YECKOM wnccnefoBaHuM (Hebonbluas peryprutauns KpoBu B
KnanaHHbIX OTBEPCTUSX, YTONWEHNE CTBOPOK KiamnaHoB), A0
TSXKENBIX MOPOKOB cepaua (CTEHO3 MM HEAOCTATOYHOCTb MU-
TPanbHOro, pPexe aopTalibHOro WAKM TPUKYCNMAANbHOrO Kna-
naHoB) [9—18]. Y HeKoTopbIX 6OJIbHBIX BLICTPO pa3BMBaEeTCH
TSXKENOE MOparKeHue KnanaHoB C Beretauuen, obycnoBneH-
HOM TPOMOOTUYECKUMWU HACNOEHUAMMW, HEOTSIMHUMbBIMM OT UH-
PEeKLMOHHOro aHAOKapauTa. Beretauuun Ha KnanaHax, 0CO-
OEHHO €C/IM OHM COYETAIOTCS C reMopparnsaMun B NogHOrTeBoe
NI0XKe U NanblamMu B Buie «bapabaHHbIX NanoyeK», 3aTpyaHs-
0T AnddepeHUmanbHyl0 AMarHoCTUKY ¢ MUHOEKLMOHHBIM 3H-
foKkapautom. OnncaHo pa3BUTME BHYTPU CEPAEYHbIX TPOM-
60B, UMUTUPYIOLWMX MUKCOMY cepaua. TpoM603 KOpOHapHbIX
apTepui cyMTaeTcs O4HOM M3 YacTblX IOKann3aunn aptepu-
anbHOro TpoMba, CBA3aHHOI0 C CUHTE30M aHTUdOoCchOoNUNUA-
HbIX aHTUTen. [pyron GbopMon KOpPOHaApHOM MaTtonoruu npwm
aHTUdOCHONMNNAHOM CUHAPOME ABNSETCS OCTPbIA MU XPO-
HUYECKMI PeLnanBUPYIOWMIN TPOMOO3 MESIKUX BHYTPUMMO-
KapAuanbHbIX KOPOHAPHbIX COCYAOB, pa3BMBaloLMICS B OT-
CYTCTBME NMPU3HAKOB BOCMNA/IMTENbHOIO WM aTepPOCKIEPOTH-
YECKOro nopaxeHWsi OCHOBHbIX BETBEW KOPOHapHbIX apTe-
pui. MonaratoT, 4TO 3TOT MPOLLECC MOXET BECTU K MaTo/iornu
MUOKapaa, HanoMuHaloWwen KapaMomuonaTuio ¢ npu3Haka-
MW PErMoHapHOro unuM O6LWEro HapylweHWs COKPaTMMOCTH
cepua v runeptpoduren MMoKapaa N1eBOoro Xenyaodka.
TUAMYHBIM FrEMaTONOrMYECKUM MPU3HAKOM aHTUPOCHONUNUAHO-
ro cuHapoma sBnseTcs TpomoéoumToneHns. O6bIMHO KOMMYECTBO
TPOMOGOUMTOB CHUXKaeTcs ymepeHHo (70 000—-100 000/mMm?) n
He TpebyeT cneLmanbHoro nedYeHns. Passutme remopparmyeckux
OCNOXHEHWIM HabNtogaeTcs Pefiko U, KaKk NpaBwuio, CBA3aHO C Co-
nyTcTBYIOWMM AedeKToM creupdryecknx GaKkTtopoB CBepTbIBa-
HWS KPOBM, NATOIOMMEN NOYEK WK NEPEfO3NPOBKOM aHTUKOary-
naHTOB. Hepeako Habnogaetcs Kym6c-nonoxuTenbHas reMosnu-
TUYECKas aHEMUS, PEXE BCTpeYaeTcs CMHAPOM JdBaHca (coyeTa-
HWMe TPOMOOLIMTONEHWUN Y FEMOIUTUHECKOM aHeMumK) [9—18].
TeuveHne aHTMdOCHONMMMAHOIO CUHAPOMA, TAXECTb U pacnpo-
CTPaHEHHOCTb TPOMBOTUYECKMX OCNIOKHEHUI HEMpPEACKa3yeMmbl,
a YHMBepcanbHble CXeMbl BeAEHUS GOMbHbIX, K COXKaNEeHMIO, OT-
CYTCTBYIOT. BeaeHune 60/bHbIX ¢ @aHTUHOCHONMUNUAHBIM CUHAPO-
MOM NpeaCTaBASET CNOXKHYI0 Npobaemy. 4na neyeHuns aHtudoc-
GoNMNMAHOro CMHAPOMa MCMONb3YETCS LUMPOKMI CNEKTP Npena-
paToB — MpsiMble U HEMPSAMbIE aHTUKOAryNsHTbI, BA30AuNaTaTo-
pbl, Ae3arperaHTbl U aHrMONPOTEKTOPbLI. Mcnosib3oBaHne MMMy-
HOAEenpeccaHTOB WM MpenapaTtoB, yaydllalowmx KpoBoobpalle-
HWe, 3HAYMTENbHO YNydLIaeT CoCTosHME 60bHbIX. BMecTe ¢ Tem,
MmeeTcs AOCTaTo4HO 60/blias rpynmna 60abHbIX C TOPNUAHOW U
BbIPaXKEHHOW COCYaAMCTON NaToNorMern — OT reHepanM30BaHHO-
ro cMHapoma PenHO A0 1I3BEHHO-HEKPOTUHECKUX NMOPaXKEHUN U
Ha4YanbHOW raHrpeHbl, Y KOTOPbIX MPoBOAUMAas Tepanus Maso
nnn BoBce HeadpheKTMBHaA. B Takux cnydasx Tpebyercs npume-
HeHWe npenapaTtoB, o6najatlolWwmx CNOCOOHOCTbIO B KOPOTKUE
CPOKM 3HAYUTESNIbHO YYYLIUTb MUKPOLIMPKYNALUMIO U BbIBECTU
60/IbHOIO M3 TAXKENOrO KUBHEYTPOMKAIOLLETO COCTOSIHUS.

B nocnepgHue rogbl B KavecTBe npenapata, yay4ylatowero cu-
CTEMHOE KpoBoobpalleHe U MUKPOLMPKYIALMIO, MPUMEHS-
toT annpocTtaamn (BasanpoctaH, Schwarz pharma, lepmaHus).
Annpoctagun sBnAsSeTcsa npenapaTtom npocTtarnaHavHa E,
(MrE,). OH npepnctaBnseT cobon crtabunbHyio dopmy MIE, B
KOMMJIEKCe C a-LMKIOAEKCTPMHOM, NOBbIWAOWMM CTabuib-
HOCTb M pPacTBOPMMOCTb npenapaTa. Hapsay ¢ ynydweHvem
nepudepruyecKon reMoguHaMmnKM 1 MUKPOLMPKYIALMK OTMe-
4YeHO ero Koppurupyiolee BO34eNCTBME Ha CUCTEMY reMocTa-
3a: yBenYyeHMe aHTUMKOArynsiHTHOM n GUOPUHONUTUHECKON
aKTUBHOCTU, CHUXEHWE arperauun TpomoéoumToB [1].



B peBmatonorMmM annpoctagmn Havanu MNPUMEHSTb OTHOCK-
TeNbHO HefaBHO, OHAKO Mpenapar Yyxe 3aBoeBas MpoyHble
NO3U1LMK B IE4EHMM COCYAMUCTOM NaTONOrMm Npu paae peBmMaTu-
YeCKux 3abonieBaHnin. Bazonatuun ABns0TCA BeAyLIMMK B NaTo-
reHese, MopporeHe3e 1 KIMHUYECKON KapTuHe peBmaTuyec-
Knx 60ne3Hen, 0COBGEHHO MPKU CUCTEMHBIX 3ab60/1EBaHUSAX CO-
eVHUTENbHOM TKaHU M CUCTEMHbIX BaCKyuTaXx, rae oHa Hepepa-
KO onpepensier NporHo3 nauuneHTa. NposeaéxHHbIe B HCTUTYTE
peBmatonornm PAMH uccnegoBaHma nokasanu, YTO BKIOYe-
HWe annpocTaguna B KOMMIEKCHoe fiedeHne 60MbHbIX peBMa-
TUYECKUMU 6ONEBHAMM C COCYANCTBIMM, ULIEMUYECKUMU U TPO-
OUYECKMMHM HapYLLEHUSIMU (OT AUTUTaSNbHBIX 3B 0 Ha4abHOM
raHrpeHbl KOHEYHOCTEN) AAET NONOXKMTENbHBIN 3ddeKT B 80%
cnyyaeB [19, 20]. Kak nokasanu HabnoaeHus, nepBoHayasib-
HOe AenCTBME annpocTagmina MOXET MPOSBUTLCS YXKe nocne
2-3 nHPY3un, HO 6onee CTOMKUIN adPEKT oTMeYaeTcs nocne
OKOHYaHMWS Kypca Tepanuu U BblparKaeTcs B CHUMXEHMM YacTo-
Tbl, MPOAOCIKMUTENBHOCTU U MHTEHCMBHOCTM aTak CUHApPOMa
PeiHo (B 93% crny4aeB), YMEHbLUEHMN OLLYLLIEHUA 396KOCTH,
OHEMEHMSA U ULLEMUYECKUX 6onen (82%), a TaKKe A3BEHHO-He-
KPOTUYECKUX M3MEHEHWMW B 06s1acTM KoHeyHocTen (80%),
BM/OTb [10 MOJIHOrO 3aXMBEHUS 93B Y 1/3 60/bHbIX [19-24].
Bce BbllWeN3n10KeHHOe Aano HaMm OCHOBaHMSA MCNONb30BaThb
annpocTtagun y 601bHOM CUCTEMHOW KpPacHOM BONYAHKOM
15 net ¢ TAKENBIM aHTUOOCHONMNUAHBIM CUHAPOMOM, OC-
JIOXHMBLUMMCS pa3BUTMEM TPOMOOBACKyNUTa.

BonbHaa C. noctynuna B peBMaTo/IOrMYecKoe oTae/eHne
HLU34 PAMH 13 O6nactHov AeTckon 60nbHULLI B MapTe 2006 T.
M3 aHaMHe3a KM3HU M3BECTHO, YTO AA€BOYKA OT 4-i 6epemeH-
HOCTW, NPOTEeKaBLIeW C yrpo30M NpepbiBaHus. Poabl BTOpbIe,
poaunach HeJOHOLLIEHHOW Ha 32-1 Hepene rectauunun. Bec npu
poxaeHun 1800 r, poct — 46 cMm. Haxogunacb Ha BTOPOM
3Tane BblXaXMBaHUSA B OTAENEHUM NaTONOTMU HOBOPOMKAEH-
HbIX. [pnBUTa NO MHAMBKAYaNbHON cxeMe. PaHHee NcMxomo-
TOpHOE pa3BuTME NpoTekano 6e3 ocobeHHocTen. [Jo 6 mec
Haxoaunacb Ha eCTeCTBEHHOM BCKapMaMBaHUU. [lepeHecér-
Hble 3aboneBaHns — vactble OPWU, BeTpsHas ocna.
HacTosiuiee 3ab6oneBaHue ¢ gekabps 2005 r., Koraa y 4eBou-
KW nosiBUAUCbL 60/IM B BUCOYHO-HUMKHEYENIOCTHOM CyCTaBe.
Hes3afgonro ao atoro nepeHecna ncuxmyecKkyto tpasmy. MNony-
Yyana HecTepouaHble NMPOTUMBOBOCMANUTE/bHbIE MpenaparThl,
dunsroneyeHme — ¢ ymMepeHHbIM NoNOXKUTENTbHbIM 3bdEKTOM.
30.01.06 r. y neBo4KkM nosiunacb GbebpuibHas nuxopaaka,
6011 B MexdanaHroBblx cycTaBax KMCTe, obwasa cnabocTb,
PE3KO CHU3UNCA anneTuT. bbina rocnuTann3MpoBaHa B LEHT-
panbHyl0 panoHHY0 GONbHWULY, FAe nponeyeHa NeHUUUNIn-
HOM, AMKNOMEHAKOM, METPOHMAA30/10M, TPUMETOMPUMOM.
[unarHo3s BepudurumnpoBaH He 6bi1. 20.02.06 I. y 1eBOYKHM MO-
fiBMAacb CbiMb Ha nAuue no tuny «6aboyvku», Kotopas 6bina
pacLieHeHa Kak KpanuBHMLa nocne npMéma TpumMeTonpuma;
BHYTPMBEHHO BBEAEH [IEKCAMETA30H U B TeYEeHUe ABYX AHEWN
CbiNb KynupoBanacbk. OgHaKo coCcTosHWE 6ONbHOM NPOAOIKA-
JI0 nporpeccupylole yxyalwaTbecs, HapacTana obuas cna-
60CTb, apTpanrum, MManrmu, ucyes annetut. 22.02.06 r. y ae-
BOYKM 3aperucrpupoBaHa debpunbHaa nuxopagka w
26.02.06 r. oHa rocnutanM3vMpoBaHa B remMaTosiorMieckoe
oTaeneHne obnacTHOW AeTCKOoM 60JibHULbI. COCTOSIHWE NpU
NOCTYM/JIEHNN pacLIEHMBANOCh KaK cpeaHeTsaéenoe. Jinxopa-
avna po 38°C. O6pallana BHUMaHWe BblpaxeHHas «<Mpamop-
HOCTb» KOXHbIX MOKPOBOB, NumdageHonatns. B aHanuzax
KPOBW: BblparkeHHas nevkoneHns — go 1,0X10°/n, aputpo-
neuns — po 2,42X10*/n, TpombouuTOoneHus — 1o
75X10°/n, yckopeHne CO3 — go 50 mm/4. B aHanusax mo-
4yu: NpoTenHypus — go 1,7 r/n, KonnM4yecTBo 3PUTPOLIMTOB —
no 100 B none 3peHus, uununuapsbl. MNpu npobe Heunnoper-
KO — A0 28 TbhiCAY 3pPUTPOLIUTOB. B oTaeneHun rematonorum
60/1bHOW OblNa NpoBeAeHa TPEenaHOOUOMNCUs, UCKITIOYEH OH-

KoremaTonormyeckui npouecc. No gaHHbiM AXoKI y AeBOYKHM
BbISIB/IEHbl MPU3HAKW MWOKapauTa, PEHTTEHONOMMYECKN —
nHEeBMOHUT. CocTosiHMe pebEHKa NPOA0SIKaIO MPOrpPeCcCUBHO
yXyaWwaTbCs, AEBOYKA HENpPepbIBHO iMxopaania, NosBuaInCh
NPU3HaKW CepAeYHO-ErO4HOM HEeAOCTAaTOYHOCTHU, YPOBEHb
TPOM6GOUMTOB CHM3MACA A0 14X10°/n, BbiABAEHbI PE3KOMNO-
NIOXKUTENbHbIE aHTUTeNa K agBycnupanbHon JHK.

14.03.06 r. 6bina no TenedoHy KOHCYNbTUPOBaHa 3aBeaylo-
en peBMaToNorM4yecKum otaeneHueM HayyHoro ueHTpa
3n0poBbs Aetert PAMH, BbicKa3aHO NpeanonoX)eHne 0 Hanu-
YMW CUCTEMHOW KPacHOM BOMYAHKN, PEKOMEHAO0BAH CPOYHbIN
nepeBof B HayyHbIM LIEHTP 3a0poBbs aeter PAMH.
16.03.06 r. geBoYKa NOCTynuna B OTAEEHNE PEBMATOIOMMUK
HL34 PAMH ana o6¢cnenoBanus U NeveHus.

[MpK NoCTynneHmMm cCoOCTosIHUE pacLLEHMBANOCh KaK KpanHe Ts-
*énoe. TemnepaTypa Tena ao 38°C. Ha nuue onpeaensincs
APKUIN epMaTtut B BuAe «6aboykm» (puc. 1). Boigensancs sp-
KWW NafOHHbIN KanuansapwuT, ceTyaToe NMBeao Ha 6éapax v ro-
nensx. O6palanm Ha cebs BHUMaHWe NacTO3HOCTb INLA U ro-
neHen. MNManbnNMpoBanucb eAnHUYHbIE NOAYENIOCTHbIE U 3aj-
HellenHble NMMdoy3nbl padmepom 4o 0,5 cMm a TaKKe MHOXKe-
CTBEHHble naxoBble NMM@oy3nbl pasmepom Ao 1 cm. lpwu
nanbnaumm numodatnyeckme yssbl 6blInM MArKO-31acTUHECKON
KOHCUCTEHLIMW, HE CNasiHHbIe MeXay CO60M 1 noanexalimumm
TKaHSIMK, NOABWMXKHble, 6e360M1e3HEHHbIE. [Tpn ayCcKynbTaumm
NETKMX AblXaHWe ocnabneHo, Xpunbl He BbiCnylwnBanuch. Mpu
nepKyccun cepaua npaBas rpaHuua OTHOCUTENIbHOW cepaey-
HOM TynocTu onpeaensnachb No npaBoMy Kpato rpyanHbl, BEpX-
HAS — Ha ypoBHe 3 pebpa, neBas — Ha 1,5 CM KHapyXu oT
NIEBOM CPEAHEKTIOYNYHOM NTNMHUKN. HacToTa cepaeyHblX COKpa-
weHun coctaBmna 100 yagapoB B MWH. ApTepuanbHoe aaBne-
HWe Ha neBow pyke — 120/55 mm. pT. cT. [pun aycKynbTauunm
cepfua BbISBASANCH NPUTYWEHHOCTb CePAEYHbIX TOHOB, He-
rpy6bi CUCTONIMYECKMI WYM Ha OCHOBaHWW cepaua W BOOMb
NIEBOr0 Kpasi rpyarHbl. ANNeTuT naoxown. A3blK 06/10XKeH 6eno-
BaTbiM HanetoM. XXnBoT — 06bIYHOM DOPMbI, CUMMETPUY-
Hbl, pPaBHOMEPHO BCEMW OTAENIaMM y4acTBYeT B aKTe Ablxa-
HUS; MAMKUIK, 6€360/1€3HEHHbIV NPUY Nanbnauuun. levyeHb Bbi-
cTynana u3 nof Kpas pééepHon ayrn Ha 1,5 cMm, kpan 6e360-
NIe3HEeHHbIM Npu nanbnaumn. Cenes3éHka He NanabnupoBa-
nacb. MoyeucnyckaHue csobogHoe, 6e360n1e3HeHHoe. Cumn-
TOM NOKOMa4YMBaHWs — OTpULaTENbHbIN C 06enX CTOPOH. Ova-
rOBOW HEBPOIOTMYECKOM CUMNTOMATUKN HE BbISB/IEHO.
PesynbraTthl NnabopaTtopHOro o6¢cnefoBaHms.

¢ O6wmr aHanus KpoBn — HB — 76 r/n, apuTpPOLMUTLl —
2,2X10*/n, nenkountbl — 3,5X10°/1, 3 HMX NanoyKoaaep-

Puc. 1. Sputema Ha nuue B dopme «6aboykmn» y 601bHOM CKB
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B npaKTuky neguatpoB

HblX — 4%, cermeHTosaepHbix — 81%, numdountoB — 5%,
303nHOPUNOB — 3%, MOHOUMTOB — 7%; TPOMOOLMUTbI —
90Xx10°/n, CO3 — 65 MM/4. Bpems KpoBoTedeHns — 5 cex,
Bpems CBEPTbIBaHMA — 1 MuH 10 cek.

¢ BuoxmmuyecKkue nokasatenv KpoBU: NOBbLILIEHWE YPOBHS
KpeaTuHWHa Jo 96 Mmosb/n (HopMa — o 88 MMOSb/N), MO-
YeBUHbl — 10 17 MMosib/n (Hopma — Ao 7,0 MMonb/n).

¢ VIMMyHONIOrMYeCKHe MnoKasaTenn KPOBMU: colepraHue
aHTUTEeN K KapanonunuHy knacca lgG — 57 Eg/mn (Hopma —
no 10 Ep/mn); knacca IgM — 53 Ep/mn (HopMa — [0
7 Ep/mn); aHtuten K asycnupansHon OHK — 378 Eag/mn
(Hopma — go 25 Ea/mn), TUTP aHTUHYKIeapHoro daKkrtopa —
1:320, aHTUUMTONNa3MaTUYECKUE aHTUTENA HE BbIABNASIUCH.
KoHueHTpaumMa MMMYHOI06Y/IMHOB B CbIBOPOTKE KPOBMW:
Kknacca IgG — 2850 Mr% (Hopma — 1035-1100 mr%), knac-
ca lgM — 230 mr% (Hopma — 90-111 mr%), knacca IgA —
170 Mr% (Hopma — 143-149 Mr%), KOHUEHTpaLM1s LIUPKY-
JIMPYIOLWMX UMMYHHbIX KOMMekcoB — 1720 MB (Hopma —
109-352 mMB), peBmaTonaHbin daKTop OTpULATENbHbIN,
KOHLLeHTpauusa C-peaktuBHoro 6enoka — 17,4 mr% (Hopma
no — 0,8 Mr%).

¢ HKoarynorpamma: npoTpOMOGUHOBbLIN MHAEKC — 80%, Mex-
[yHapoaHOEe HOpMann30oBaHHOe oTHoweHue — 0,79, KOH-
LeHTpauuns dpubpuHoreHa — 2 r/n, AHTB — He cBopaynaeT-
csl, TPOMOUHOBOE BPEMS — He CBOpayvvMBaeTcs, pacTBOpU-
Mble KOMMneKcbl GubpuH-moHomepos — 280, A-aumep —
6onblue 2000.

¢ O06wur aHann3 moyYn — nenkoumtel — 10-12 B none
3peHust, aputpounTtel — Ao 50 B none 3peHuns, 6en0K —
1,7 r/n.

¢ AHanus mouu no Aaamcy: cogeprkaHue 6enka — 1,0 r/n,
aputpountoB — 250000, nenkouymtoB — 20000.

¢ OxoOKI: pasamep néroyHow aptepun — 2,2 cMm; aopTbl —
2,4 cm; nepegHen CTEHKM npaBoro enygodyka — 0,4 cwm;
dpakrumsa narHannua — 0,67; pa3zmep NeBOro npeacepans —
2,5 cm, npaBoro npeacepansa — 2,5 cm; nponanc MuTpanbHo-
ro KnanaHa 6e3 peryprutauuu; aoptaibHblM KlanaH — Kpae-
BO€E YMN/JOTHEHWE CTBOPOK, peryprutauuns Il-Ill ctenenun. 3a-
KlOYEeHWe: yMepeHHaa AunaTauus NeBOro Xenyaodka, oc-
TalibHble MOSIOCTU He yBeNinyeHbl. KopeHb aopTbl paclimpeH,
CTEHKM YTO/LWEHbI, YNIOTHEHbI. CTBOPKKM aopTasibHOro Kiiana-
Ha gedopmMMpPOBaHbI, YNIOTHEHbI, HegocTaTo4dHocTb |-l cTe-
nexu. lMNponanc MUTpanbHOro KnanaHa 6e3 perypruraumu.
CokpatumocTb 1 paccnabneHve MMoKapaa B HOpMe.

¢ Y3WM opraHoB GPIOLWHOM MONOCTU: Pa3Mepbl XKEMYHOIOo My-
3blpsg — 42X16 MM, opma, CTEHKM U NMPOCBET HOPMasIbHbIE.
Pa3mepbl nomaKenygo4HON xenesbl: ronoBka — 16 MM, Tefio —
12 MM, xBOoCT 13 MM, napeHxMmMa obbl4yHasA, BOPOTHasA BEHA M
NeYEHOYHblE BEHbI B HOPME. [leveHb HopMalsibHbIX pa3MepoB.
Paamepbl cene3éHkn — 116X68 MM, napeHxuma OoaHOPOA-
Hasi, pa3mep Cene3éHOYHOM BeHbl — 6 MM. Pasamepbl noyek:
npaBon — 118X48 mm, neBont — 114 X48 mm, [paBas noyka
poTMpOBaHa, NOBbILEHA 3XOMEHHOCTb KOPKOBOro ciost. Pas-
Mep JIOXaHKU NEBOM NOYKN — 6 MM, CTEHKM YTOJSILLEHDI.
YuuTbiBas Hanuyne KIMHUYECKUX U NabopaTopHbIX NposBlie-
HWIW, COOTBETCTBYIOLLMX [AMArHOCTUYECKUM KPUTEPUSAM CHUC-
TEMHOW KPacHOM BOYAHKM — NEMKOMEHUM (KONMYECTBO Sien-
KouuMTOB MeHee 4,0X10°/n) 6o5ee 4eM B ABYX aHa/IM3ax Kpo-
BM; BbICbINaHWIM B CKYJ1I0BOW 06/1aCTU MO TUMY «6abOoYvKKn»; AnC-
KOUAHbIX BbICbINAHWK Ha pyKax; apTputa B aHamHe3e; 3H/0-
KapauTa; NOBbIWEHWA TUTPa aHTUTEN K ABycnupanbHon JHK n
aHTUTEN K KapAnonunuHy knacca IgM u IgG; Hannuma AH® B
BbICOKOM TUTPE; NpoTenHypun 6onee 0,5 r/cyT, IpUTPOLMUTY-
pUK, [EBOYKE NOCTaB/IEH ANArHO3 «CMCTEeMHas KpacHas BOJI-
YaHKa (aepmaTvT, 3HAOKApAMT, NaHuMTOoNeHus, aHTudocdo-
JNIMNUAHBIN CUHAPOM), OCTPOE TeyeHune, akTuBHoOCTb Il cTene-
HUW». B CBA3K C TXKENBIM COCTOSAHMEM ieBOYKa Oblna nepese-

[leHa B OoTfiefleHue UHTEHCUBHOW Tepanuu, rae el npoBoaunu
ceaHchbl nna3madepesa, CUHXPOHU3UPOBAHHOIO C MyJbC-Tepa-
nuen METUNINPEAHU30/IOHOM, BBEEHWE BHYTPUBEHHOIO UMMY-
Horno6ynuHa u3 pacyéta 1 r/kr. [leBoyka nonyyana aHtuarpe-
raHTbl U @aHTUKOAryNnaHTbl — renapuH M3 pacyéra 200 EO/Kr
No4 KOHTPOJIEM BPEMEHW CBEPTbIBAHWUSA, AUNUPUAAMOII, MeH-
TOKCMOUNNUH. B KayectBe MMMyHOMNoLaBMsOWeEN Tepanuu
Oblfl Ha3dHayeH NpefHU30/I0H M3 pacyéta 1 Mr/Kr B CyT
(40 mr/cyt). TakKe [eBOYKa nosydana aHTMGaKTepuasibHble
npenapatbl, raCTPoONPOTEKTOPLI, MMNOTEH3UBHbIE Mpenaparsl,
npenapatbl KasbLus B COYETAHUKU C KaNbLIUTOHWUHOM JIOCOCS.
Ha doHe npoBoaMMOM Teparnun oTMeYeHa NooXuTeNbHasa au-
HaMWKa — KynupoBaHa IMxopajKa v NpU3HaKku Kapaura.

22.03.06 y 0eBOYKM NOSIBUIUCH MLEeMUYecKue 6onm B obna-
CTU KUCTEN PYK, OTEYHOCTb Haj NACTHOMaNaHroBbIMU U MEX-
danaHroBbiMu CycTaBaMM KUCTEN, 3aTEM KOXa Haj cycTaBa-
MU npuobpena 6arpoBO-LUaHOTUYHYIO OKPACKY, KOHEYHOCTH
CTa/ln XONOAHbIMK Ha oLwynb (puc. 2a, 6). [laHHble nposBe-
HWS pacLEeHEHbl KaK MPU3HaKu OCTporo TpomM603a aptepu-
anbHbIX COCYlIOB MENKOro Kannbpa Ha ¢oHe aHTudochonu-
NMUAHOIo CUHAPOMa Y 6OJIbHOM C CUCTEMHOM KPacHOM BOSTHaH-
KOW. Y4uTblBas HanuM4yuMe NpU3HaKoB NpeLHEeKPO30B, Ha4yaTo
BBefleHne annpocTtagunna B fo3e 40 Mr/cyT noL KOHTPOneM
OKI, HCC, A[l, BpeMEHU CBEPTLIBAHUSA U BPEMEHU KpOBOTEYE-
HMSa. Yepes yac oT Havana MHdy3uu annpocTagunia Kynupo-
Bajca 60/IeBOM CUHAPOM, ucyesna 6arpoBo-LuaHOTUYHasA
OKpacKa HaJl o4aramu NoparKeHus, Koxxa KUCTU pyK npuobdpe-

Puc. 2a, 6. NpegHeKpo3bl Haj NACTHOGANaHroBbIMK U
MexdanaHroBbiIMn CycTaBamMmn KUCTU KaK CNeaCcTBUE apTepuaibHOro
TpoM603a npu aHTUDOCHONUMUAHOM CUHAPOME




Jla IpKO PO30BbLIN LIBET M CTasa TENNOM Ha oLwyrb. [10IHOCTbIO
AB/IEHNS TPOMOOBAacCKynnTa OblIM KYNUPOBaHbl B TeyeHue
Tpéx aHen (puc. 3).

B panbHenwem JeBOYKE MPOBOAWMIN UMMYHOCYNPECCUBHYIO
Tepanuio NpeiHU30/10HOM U UuKiodpochaHoM, BBOAMIU aH-
TUKOAryNsHTbl M aHTMarperaHTbl. Yepes 2 Mec nocse Havyana
Tepanuu 6biy1a JOCTUTHYTa KIMHUKO-NabopaTtopHas pemMuccus
3ab0neBaHns, a TaKKe MOJSIHOCTbIO KynUpOBaHbl NPU3HaKK
aKTUBHOCTU aHTUHOCHONUMUAHOIO CUHAPOMA.

Pesynbrathl nabopaTopHOro o6¢cnefoBaHns Npu BbIMUCKE U3
OTAENEHUS.

¢ 0O6wmr aHanu3 KpoBu — HB — 122 r/n, 3pUTPOLUTLI —
4,0X10*/n, nenkoumnTbl — 9,6 X10°/1, U3 HUX NaNoYKoaaep-
HbIX — 1%, cermeHToaaepHbix — 75%, numooumntoB — 20%,
303nHOPUNOB — 1%, MoHOUMTOB — 3%; TPOMOOLMUTbI —
278x10°/n, CO3 — 10 mMM/4. Bpemsa KpoBoTeyeHus —
10 cek, BpeMs cBepTbiBaHUA — 4 MUH 20 ceK.

¢ bBuoxumuyeckne rmnokasaTenn KpPOBU: KpeaTUHWH [0
55 mmonb/n (HopMa — o 88 MMONb/N), MOYeBUHA — [0
3,4 mmonb/n (HopMa — o 7,0 MMonb/n).

¢ VIMMyHONIOrMYecKMe noKasaTtesiu KpoBU: COAEPKaHNE aH-
TUTEN K KapanonunuHy knacca IgG — 4,2 Ea/mn (Hopma — Ao
10 Ep/mn); knacca IgM — O Eg/mn (Hopma — po 7 Ep/mn);
aHTUTen K asycnupansHon AHK — 11 Eg/mn (Hopma — o
25 En/mn), TUTP aHTUHYKNeapHoro daxkTopa — 1:40, aHTuum-
Tonna3MaTMyecKkue aHTuTena He BbISBASAUCL. KOHUeHTpa-
LMA UMMYHOTIOGY/IMHOB B CbIBOPOTKE KPOBW: Knacca IgG —
1450 mr% (Hopma — 1035-1100 mr%), knacca IgM —
145 mr% (Hopma — 90-111 mr%), knacca IgA — 159 mr%
(Hopma — 143-149 Mr%), KOHLEHTpauus LUPKYIUPYIOLLUX
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