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Pesiome. [TpejicraBiieHbl [Ba KIMHUYECKUX CIydast BADHAHTAa CUCTEMHOTO BacKysmTta — Gosiesun bexuera, CBoe-
BpPeMeHHasl [IMarHOCTUKA U OITUMAJIBHOE JIEYEHUE C BKJIIOYEHHEM KOJXUIIMHA MMPUBENTU K PEMUCCHM 3a00JI€BAHUS

B 000UX CJIydasiX.

KmoueBble cioBa: 6osie3ub Bexuera; IMarHOCTUKa; JIEYEHNE,
Resume. Two clinical cases of the systemic angiitis variant, Behcet's disease, are represented. The well-time diag-
nostics and optimal with colchicines led to the remission in both of the cases.
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CucreMHbIE BACKYJIUTBI — HEOJHOPOAHAS TPyIia 6o-
Jie3Hel, B OCHOBE KOTOPBIX JIEKUT TeHePATU30BaHHOE T10-
pakeHHe COCY/IOB PA3JIMYHOTO XapaKTepa ¢ BTOPUYHBIM
BOBJICUEHNEM B TIATOJIOTUYECKUU TPOIECC PA3JUUYHBIX
opranoB u cucrteM. CucteMHBIE BACKYJIUTBI OTHOCSTCS
K PEIKO BCTPEYAIOIUMCS HO30JOTHYeCKUM (HopMaM
1 XapaKTepU3yoTCsA MUPOKUM TTOTUMOPHUIMOM KIUHU-
YeCKUX MMPOSIBJIEHUI, C YeM CBSI3aHbI OOBEKTUBHBIE TPYII-
HOCTU JUATHOCTUKU 3TUX 3200JIeBaHUN B KJIMHUYECKOU
npaktuke [1, 2, 8].

OmHUM W3 BapUAHTOB CHCTEMHOTO BACKYJWTA, TIPEU-
MYIIECTBEHHO MTOPAXKATIONIETO COCY/IbI MEJIKOTO U CPEIHE-
ro KamuOpa, siBjsietcst 6osesnb Bexuera. 3abosieBanue
MIOJIYYMJIO CBOE Ha3BaHUE B YECTD TYPEIIKOTO IEPMATOJIO-
ra Xynycu bexuera, kortopsrii B 1937 1. onucan tpuany,
BKJIIOYAIOIYIO PEUANBUPYIONIUI aDTO3HBII CTOMATHUT,
SI3BEHHOE TTOPasKeHNe TEHUTAIHNI 1 BOCHATUTENbHOE T10-
paskeHue TJIa3.

Yacrora 6osiesnn Bexyera cyliecTBEHHO BapbUpyeT
B 3aBUCUMOCTH OT reorpadudecKoil 30Hbl. IHIEMUYHBI 110
3a00JIEBAHUIO CTPAHDI, PACIIONIOKEHHDIE BIOJIb BOCTOUHO-
ro obepeskbst CpeIM3eMHOT0 MOPST U PETUOHBI IIEHTPAJIb-
HO¥ 1 BOCTOUHOI A3uu 110 X0y BesiMKoro mejgKoBoro my-
. Tak, ecsiu B Typiuu pacnpocTpaHEHHOCTb GOJIE3HU
Bexuera B pasiMUHBIX HOIYJISAIUSIX KoJebercst ot 20 10
420 ma 100 TtbIC. HacejgeHus, TO B A3UN CHUKAETCI
B 2030, a B EBporie u CIITA — B 150 u 6osiee pa3. Ha puck
passutisi 6osie3Hn Bexdera CylnecTBEHHO BJIUSIET MECTO
MIPOXKUBAHUS TPEACTABUTENS TIOMYJAIUU. Tak, ¥ TYpOK,
JKUBYIIUX B lepMaHUM, PUCK PasBUTUA 3a00JI€BaHUS
MeEHbIIIE, YeM Y TIPeICTaBUTesIe TOH Ke STHUIECKOH rPyII-
IIbI, TIPOKUBAONTMX B TypIiuu, HO 3HAYUTEIBHO GOJIBIIIE,
4yeM y HeMIleB. IJNUAEMUOJOTUYECKUX HCCIeI0OBAaHUM,
OI[EHUBAIOIIUX PACIPOCTPAHEHHOCTh Oose3Hu Bexuera
B Poccuu, 110 Hacrosiero BpemMery He 6b110. VIMeromnmii-
Cs1 OIBIT YKA3BIBAET HA HU3KYIO PACIIPOCTPAHEHHOCTD 0O0-
Je3nu bexuera B oTeyecTBenHoM nomyJisanuu [ 1, 6].

Xota stuosorus 6OoJsie3HH bBexyera /10 HACTOSIIETO
BPEMEHM HEW3BECTHA, 3MUAEMHUOJOTHYECKUE [aHHbIE
YKa3bIBAIOT HA BAXKHYIO POJIb CPENOBBIX (haKTOPOB (MH-
(heKIMOHHbIE aTE€HTBHI ), & TAKKe reHoTHa GOIbHBIX. [eHe-
TUYECKUE HCCIeNOBAHUSA BBISIBUJIM BBICOKYIO PACIIPO-
crpanennocts asenst HLA-B51 rema, xoaupyioriero
OJIMH U3 aHTUTEHOB 1-TO KJlacca TeHOB TJIABHOTO KOMILIIE-
KCa TUCTOCOBMECTUMOCTH.

Bonesub bexuera warie mopaskaeT MarieHTOB MOJIO-
JIOTO BO3PaCTa, IPENMYIIECTBEHHO MY;KUUH 2—3-TO 1eCs-
TUJIETHS] KU3HU. 3a00/I€BAHNE XaPAKTEPU3YETCsT 3HAUH-
TeJIbHBIM KJIMHUYECKUM osiuMopdusmom. Pacripoctpa-
HEHHOCTH OTJIEJTbHBIX CHUMIITOMOB Y TIpeJCcTaBUTEJEH
PA3JIMYHBIX ITHUYECKUX TPYIII IO JAHHBIM MHOTUX aBTO-
poB 3aMeTHO Bapbupyet. [lasee nmpuBeneHbl OCHOBHBIE
cumMiTombr 6osie3nu Bexuera [1, 7, 8]:

1. AdTo3HBI cTOMATUT. ITO OCHOBHOW HpU3HaK 60-
se3nn Bexuera, OOBIYHO CIYKUT €€ TEPBBIM KJIMHUIEC-
KUM TIPOstBIeHIEM. SI3BbI G0JIE3HEHHDI, UMEIOT XapaKTep-
HBI BUA (KpyrJyasg Wid oBajibHas (hopMa, MOJPBITbIE
Kpas, OKPY>KeHbI KPACHBIM BEHUMKOM ), BADBUPYIOT B Pa3-
mepax ot 1 710 20 mM. CKIIOHHBI K 3asKUBJIEHITO Oe3 06pa-
3oBanust py6110B. OGBIYHO B 1IEPUO 0GOCTPEHUS HA CJIH-
3UCTON 000JIOUKE TIOJIOCTH PTAa HACUUTHIBAETCS 2—5 13-
BEHHBIX JIe(DEKTOB.

2. fI3BeHHOE TOpakeHWe TeHUTAINI OTMeYaeTcss He-
CKOJIbKO peske. JlJ1sl s13B TeHUTaJnil XapaKTepHbl He-
CKOJIbKO OOJIbIIIKE Pa3Mepsl U riybuHa, ueM y adT ciausu-
C€TOit 060JI0YKH TIOJIOCTH pTa. JacTo 3askuBatT ¢ 06paso-
BaHMeM pyOIa. SI3BeHHOE OpaKeHNe TEHUTAIUI Y MYK-
YWH YaCTO ACCOMUUPYETCH € IMUIUTUMUTOM.

3. [lopaskenue ry1a3 — TpeTHi BaXKHEHINY KOMIIOHEHT
tpuajbl Bexyera. OObIYHO Pa3BUBAETCS HA PAHHUX 9Ta-
nax 3abosieBanusi. OCHOBHBIMU (DOPMAMU BOCIAJIUTE]b-
HOTO TIOPAKEHUA TJIa3 ABJSIOTCS TepPefHud U 3aTHUN
yBenT. HekoHTposnpyemoe TeueHHe yBeWTa MOKET
SIBUTHCS IPUYUHON TTOTEPU 3PEHUS.
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4. Koxubie nposiBienus passuBaiorcs y 60-90%
60sbHBIX. HanboJiee 4acThIM BAPUAHTOM TTOPAKEHUS KO-
KU SBJISIETCS y3JI0BATasl IPUTEMA, HEPEIKO CKIOHHAS
K u3bs3BJjeHnio. Erte oHuM BapuanToM mopaxKeHus Ko-
KU SIBJISIETCST TICEBAOMOJITUKYIUT U YTPENOA00HAS ChIITb,
UMEIOIIAst B TAKUX CJIy4asiX HEOOBIUAHYIO TSIKECTD Teue-
HUSI U PACIIPOCTPAHEHHOCTD. DOJIBIIOE IUATHOCTUYECKOE
3Havyenue umeeT (HEHOMEH TATEPrUK — PA3BUTHE ACETITU-
YECKOrO y3eJIKa WU s13BbI 00Jiee 2 MM B IaAMETPE Yepe3
24—48 yacoB B MecTe yKOJIa CTEPUJIbHOM UTJION (HApYXK-
Hasl CTOPOHA TIpe/iiedbs ). B ociose Tecta marepruu Je-
JKUT Hecreluduieckas TUIIEPPEAKTUBHOCTh HEUTPODU-
JIOB U TYYHBIX KJIETOK.

5) Iepudepuyeckuii aprpur ormevaercs B 50% ciyda-
eB. Yaire pa3BuBaeTcs KapTUHA aCCUMETPUYHOTO MOHO-
WA OJIUTOApTpUTa (HEIPO3UBHOTO) C MPEUMYIIECTBEH-
HBIM IIOpa’keHHeM CyCTaBOB HI)KHUX KoHeuHocTel. [Ipo-
SIBJIEHUST CAKPOUJIEUTA PEKU.

6) Ilopakenue >KeayJOYHO-KHUIIIEYHOTO TPAKTa, KaK
[IPaBMJIO, Pa3BUBaeTcs Ha OoJiee O3 AHUX dTaIax 3a0oJie-
BaHus y 25% GousbHbix. Hanbosiee xapaktepHo aTO3HOE
TopakeHne MOAB3OMIHON U/MUJIN CJETION KUIIKU C Pa3-
BUTHEM COOTBETCTBYIONINX KIMHUYECKIX ITPOSIBIEHUII.

7) HMopaxenne ITHC Tak:ke OTHOCUTCS K YUCITY CPaB-
HUTEJbHO [O3HUX [IPOsiBJIeHmii 6o1e3Hn Bexuera, mopa-
xkast 10—20% GosbHbIX. B KIMHUYECKON KapTuHe HAOJII0-
JlaeTcs roJioBHas 00JIb, CIIyTaHHOCTh CO3HaHMs. B 6oJiee
TSDKENBIX CAyYasX OTMEYAeTCsl Pa3BUTHUE CYAOPOKHOTO
CUHIPOMA, CTOUKUX TMCUXUYECKUX HAPYIIeHUU, TeMeH-
1uu. B ocHOBe yKa3aHHBIX HapylleHUH JiexKaT IposiBJe-
Hus 1epebpoBacKyInuTa b0 TpoMOO3 BEHO3HBIX CHUHY-
COB MO3ra.

8) Cocymnuctoie mposiBierust Haboxaorest y 9-27%
6ombHbIX. Hanbosiee yacto oGHapysKuBaeTcss TPoMOO3
MOBEPXHOCTHBIX U TJIYOOKUX BEH, CYIIECTBEHHO PEKE —
(hopMupoBaHue apTepPUATHBHBIX OKKIIO3WIT U AHEBPU3M.

Crernuduunbie 1abopaTopHbie MapKepbl 00JIE3HU
Bexuera He obHapyskeHbl. Kak MpPaBUIO, BBISBISIOTCS
MPU3HAKYA AHEMUU, XDPOHUIECKOTO BOCIIAJIEHST, YMEPEeH-
HBII HEUTPOMUIBHBIN JIeHKOIUTO3, ToBbIeHne COJ
u C-peaktuBHOTO Oesika. YacTo MOBBIINIEH YPOBEHD ChI-
BOPOTOYHBIX UMMYHOTIOOyanHOB 1 [[UK, BO3MOKHO
BbISIBJIEHUE PEBMATOUIHOTO (aKTOPAa U aHTUIHIAOTEJU-
AJbHBIX AaHTUTE [S]. AHTUHYKJIeapHbIe AaHTUTEA, AHTU-
HeNTPOMUIIbHbIE IUTOMJIA3MATHYECKUE AHTUTENA U aH-
TUTENA K KapAUOJUIUHY, KAK IPABUJIO, OTCYTCTBYIOT.
Borasinenne HLAB51 moxer crioco6cTBOBATh AMArHO-
CTHKE, OJIHAKO €r0 OTCYTCTBHE HE MCKIYaeT GOe3Hn
Bexuera [2].

st qmarHocTky 6oe3nn bexuera GbLI0 IpeIoKe-
HO HECKOJIBKO TIOKOJIEHUN IMATHOCTUYECKUX KPUTEPHEB,
HanboJiee COBPEMEHHBIMU SIBJISIIOTCSI KPUTEPHUH, Pa3pa-
GoTaHHbIE MEXKIYHAPOAHOI IPYIIION 110 M3yYyeHuio 0o-
se3un bexvera B 1990 . CorstacHO IaHHBIM KPUTEPUSIM,
6osie3Hb bexuera IUarHOCTUPYETCS MPY BbIsIBJIEHUN agh-
TO3HOro croMaruta (00s3aTeIbHBII KPUTEPHii) U JIo-
OBIX BYX U3 YETHIPEX KPUTEPUEB: HANUYME PEIUUBY-
PYIOIIUX SI3B TEHUTANI, BOBJIeYEHHE TJ1a3, HATNIne KO-
JKHBIX TIPOSIBJIEHUH, BBISIBJIEHUE MOJOKUTENBHOTO TECTA
[ATEePrUm.

[TpuBoMM OIMCaHVE IBYX KIMHUYECKUX CIydaeB 60-
nesun bexuyera, muarnoctupoBaHHbix B DIY «DIICKD
uM. B.A. AnmazoBas B 2009 1.

Boabnoii III, 40 ser, sxurens Pecnybimku [larecrat,
HAXOJMJICS HA CTAIMOHAPHOM JIEYEHUHU C JUATHO30M: 6O-
Jie3Hb bexueTa moocTporo Te4eHus ¢ MopakeHneM CJv-
31CTOI 000JI0YKU POTOBOM IOJIOCTH, TeHUTAJIMIT (3Bbl),
Koy (yrpernofoOHasi Chlllb, y3J0BaTas apuTeMa), Cocy-
10B (baebut riybOKUX BeH TOJIeHM B aHaMHe3e, TPOM-
60debuT sipeMHBIX BeH), 11 ¢T. akTUBHOCTH.

JKaso6nt 11pu TOCTYILIEHIH: HA 00Iy10 c1aboCTh, TO-
JIOBOKpYsKeHHUe, OOJIe3HEHHDbIE SI3BbI B IIOJIOCTH PTa,
Ha KO’Ke MOTIIOHKH, YTPEBYIO CHIIIb HA KOKE CITUHBI U 331~
Hell TTOBEPXHOCTH ITIeW, OTeYHOCTh CTOM U TOJieHed Tpu
JUTUTEBHOM TPeObIBAHIK B BEPTUKAJIBHOM TIOJIOKEHUH,
(hopmupoBanue Ha MecTaX BHYTPUMBIIIEYHBIX U BHYTPHU-
BEHHBIX WHBEKIUHN IJIOTHBIX Y3€JKOB [UAMETPOM B He-
CKOJIBKO MM, BO3HUKAMOIIUX B OJIMIKAMIIME Yachl MOCTEe
UHBEKINH, COXPAHSIONUXCS d—7 CYTOK, KYIUPYIOIINXCS
CaMOCTOSTEJBHO.

AnamHes 3a60JIeBaHUS; B TEUEHUE 5 JIET TTAI[MEHT OTMe-
YaJI mostBJieHne OOJIE3HEHHDIX, [IUTEIBHO 3aKUBAIOIINX
SI3BOYEK HA CJIU3UCTHIX 0O0JIOUKAX POTOBOM TIOJIOCTH U Te-
autasuit. C BecHbl 2005 T. MOSIBIIINCH PE3KO GOJIE3HEH-
Hble TUTIEPEeMUPOBAHHBIE Y3JIbI B MOAKOXHON KUPOBOM
KJIeTYATKe ToJieHel (peluanBbl BbIChbITaHuii 2—3 pasa
B roxr). Ocenbio 2006 1. BO3HUKJIA YTPeBas ChIMlb HA KOXKe
CIIMHBI U 33/{HENl TTOBEPXHOCTH Tiieu (B 3TOT TIePUOJ Bpe-
MEHU TJIOKOKOPTUKOUBI He Tosydan). B wione 2007 T.
passuiicst urebuT rirybokux BeH roJiereit. B mapre 2008 .
noaBuiaack auxopagka o 40° C, cmabocTb, Kalieab
¢ 6OJIBIIUM KOJIMYECTBOM THOWHOM MOKPOTHL ITo MecTy
JKUTEJIbCTBA 1OJIyYasl aHTUOMOTHKK ¢ 3(DPEKTOM B B
KyIIMPOBaHUSA JIMXOPAAKU, WCYE3HOBEHUS MOKPOTBI.
B uiosre 2008 1. BHOBD OTMETHI TIOSIBJIEHNE KAIILIs, TOT-
smBoctH, (hebpuibHOil suxopaaku. [Ipu saboparopHOM
obcienoBany BbisiBaeHO nobimenne COI 1o 47 MM /4.
Bouta puarnoctupoBaHa JIEBOCTOPOHHSSA HUXKHEI0JIE€BAS
mHeBMOHUSL. [lorydan aHTUOMOTUKH TIIMPOKOTO CIIEKTPa
neiictBust (B TOM uucie MepoHem) 6e3 sdderra.
IIp1 KOMIIBIOTEPHOI TOMOrpaduu JIErKMX BbIsBJIEH a0c-
1lecc HIZKHEN JIOJM JIEBOTO JIETKOTO, TTMOMHEBMOTOPAKC.
ITpoBoOAMIOCH MHOTOKPATHOE IIyHKTUPOBaHUEe abciiecca,
yAQISIOCh THOITHOE cofiep:KuMoe. B manmbHelieM mosiBU-
Jiuch 60OJIA B TPYAHON KJIETKE CIIPaBa, CBSI3aHHBIE C [[bIXa-
HUEM, OJIbIIIKA TpU (U3nUecKoil Harpyske (MOJbeM Ha
2-11 aTax), mxopaaka 10 38—39° C, marnuenT moxyzaen Ha
15 xr. ITo MecTy JKUTeIbCTBA COCTOSIHIIE PACIIEHUBAIN KAK
[JIEBPUT, TIOTyYal aHTUOAKTEPUATIBHYIO TEPAITUIO, OflHA-
KO JINXOPAJI0YHbIIl CHHAPOM coXpaHsuics. B ceHtsiope 1mo-
SIBIJIOCH OIIyII[eHHe PaclupaHusi B 00JIACTH IIIed, OTed-
HOCTh 3Toi obsactu. ITpu Y3U BbIABJIEHBI MPU3HAKU
(ebura speMHBIX BeH C TPOMOOTHMYECKMMHU MaccaMu
B mipocBete. C 3TOro BpeMeHu noJrydaeT Bapdaput. B Ho-
siope 2008 1. BriepBbIE BBICKA3AHO MPEIIION0KEHUE O CUC-
TEMHOM BacKyJuTe, Ha3HaueH Mmeturpes 12 mr/cyrT.
Ha atom chone oTmMeueH perpecc JIMXOpaJKu, TPOSIBIEHUN
Y3JI0BATOI 9PUTEMBI, TEHAEHINSA K YMEHBIIEHUIO KOJIUYe-
CTBa 513B POTOBOM NosiocTu U reHnTanuii. locnuransupo-
BaH /I yTOUHEHWS IMArH03a, KOPPEKIIUU TePATIHH.
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OcMOTp TIpU MOCTYIITIEHUH: COCTOSHIE OTHOCUTEIBHO
VZIOBJIETBOPUTEJbHOE, JOCTaTouHOTO TTuTanus. Ha koxe
CIIVHBI ¥ 3a/Hel MOBEPXHOCTH IEW — YrpenogobHast
coirtb. Ha Koxxe roseHeil yyacTky runeprnurMeHTalu Ha
MecTe 3JIeMeHTOB y3joBaToil sputembl. Ha causucroit
000J104Ke HIKHEH ryObl — J[Be HeOOJIbIINX Pa3MEPOB 13-
Bbl, 00JIe3HEHHbIE, [IOKPHIThIE GEJIBIM HAIETOM, OKPY KEH-
Hble KpacHOBaTbIM 0001K0oM. CXOAHBIN SI3BEHHBI ze-
ekt B obmactu MomoHku. CycTraBbl 6e3 IPU3HAKOB CH-
HoBuTa. Co CTOPOHBI Cep/illa U JIETKUX MATOJIOTUH HE OTl-
penensercs. JKupor markuii, 6e3bosesHennbiii. Ileuenn,
ceJsie3eHKa He yBesmduenbl. O6pamiaior Ha cebst BHUMaHUe
yMepeHHbIe TPOSIBJIEHUS] BEHO3HOW HEIOCTAaTOYHOCTU
HUKHUX KOHEYHOCTEH.

Jlanubie 1ab0PaTOPHBIX HCCIeAOBaHUN. B aHammsax
kpoBu: remorobun 139 r/m, spurpouutsr 4,8x1012/m,
neiikorutet 7,9%109 /71, neiikorurapuas dopmyiia He u3-
menena, Tpomborutsl 208x109 /1. Tlosbimensr ocTpoda-
3oBbie nokaszatean: COI 41 mm/4, CPB 21,8 mr/i1, Hpubd-
punoren 4,75 t/n1. Comepsxkanue OeJKOBBIX (hpaKiuii,
6uoxummuueckre mokazaren (OUAUPyOUH, KpeaTHHIH,
XOJIECTEPUH, TJIIOK03a, aMUHOTpaHc(hepasbl) B Mpejiesiax
nopmbl. MHO 1,27, AYTB 34,8 c. /I-niumep cbIBOPOTKU
0,56 (mopma mo0 0,5 mrr/mu FEU). Ckpununr TpoM60-
(usuu (neijieHoOBCKass MyTalus, MyTallMd TeHa IPo-
TPOMOWMHA, T€HA METHJIEHTETPAruApohOIaTPELyKTa3bl,
rera VII dakropa cBepThIBaHMsI, TeHa CYOBEAUHUIIBI Pe-
tenropa tpombonuTos I1a/I1Ib) — myTanuu He BbisBIIe-
Hbl. AnTuTesa K Kapauosnununy kiaacca IgG 0,56 GPL-
U/ml (#opma menee 10), aHTHTENa K KapAUOJIUIIUHY
kiacca IgM 1,2 GPL-U/ml (nopma menee 10), anTurena
K 6eta-2 romkonporenny I kmacca IgG 3,9 U/ml (nopma
menee 10). AH® orpunate bHbIN, aHTUTETA K SHAOTE-
suanpubiM kiretkam 1:160 (N<1:10). HLA-B51 anturen
obHapysKeH. AHAJIN3 MOYH B IIPE/IEIaX HOPMBI.

[lanHble UHCTPYMEHTAIbHBIX uccaenoBanmii: IKI —
cuHzipoM ykopoueHHoro PQ. 9xoKTI-marosoruu ne orm-
penessiercst. Y3V opraHoB GPIOMIHON TOJIOCTH U TIOYEK:
BBISIBJIEHBI KOHKPEMEHTHI OOEHX MTOYEK, B OCTAIHLHOM Ma-
TOJIOTUU HE OTIPeIeIAETCA.

Cruporpacdus: HesHauutenbHoe cHukenue sKEJL
Jlerkue HapyIeHUs TIPOXOAMMOCTH JIBIXaTeJIbHBIX Ty TEH.

Tect naTeprum MoJIOKUTETbHBIH.

JlymiekcHoe cKaHWpOBaHWE BeH HUXKHUX KOHEYHO-
CTeil: BU3yan3aius Mo/IB3/I0TTHBIX BeH (hparMeHTapHas.
C obeux CTOPOH MO/B3JIOIIHbIE BEHBI MPOXOIUMBIL.
¥ 3-1npu3HaKoB HETPOXOAUMOCTH He BBIABJIEHO. B pexu-
Mme IIJIK konTpacTupoBanue mpocsera BeH mnosHoe. Kpo-
BOTOK HOcUT (ha3Hbili xapakrep. CeBa B IPOCBETE TIIy-
OGOKUX BEH TOJIEHH JIOLUPYIOTCS TPOMOOTUYECKHE MACCHI,
wiotHble, (ubposupoBanHbie. CoxpaHeH MOHOGbA3HBIN
KPOBOTOK. BepxHuil ypoBeHb pacipocTpaneHust TpPOMOO-
TUYECKMX MAacC COOTBETCTBYET BEPXHEW TPETHU TOJICHM.
Bosbmas mogkoxHasi BeHa MPOXOAMMA, He PACIIUPEHA.
CadenodemopanrbHoe coycTbe cocTosaTeTbHO. Masas
MOJIKOKHAS BEHA TPOXOANMA.

Cupaga B mipocBeTe TIIyOOKHMX BEH TOJIEHU JIOIUPYIOT-
cst TpoMGOTHYECKHE Macchl. BepxHUil ypoBeHb pacipo-
CTpaHEHMsI COOTBETCTBYET HUKHEN Tpetu Gexmpa. Bep-
XYIIIKa TPOMOA YETKO He BU3YATM3UPyeTCst. B mogkomeH-

HOM ¥ IJIyOOKKX BEHAX IOJIEHU Ha yPOBHE BepXHeil TpeTu
OKKJII03UBHBIN TpoM603. CadenodemopaibHoe cOycThe
cocrositesibHo. Ha ypoBHe rojieHu GOoJIbImast TOAKOKHAS
BeHa paciupena, nehopMupoBana. 3akiodyenue: TpoM-
603 riyOOKUX BeH 06€MX HUKHUX KOHETHOCTEN.

JlyIuieKCHOe CKaHUPOBAHKE SIPEMHBIX BEH: ¢ 00EUX CTO-
POH sIpeMHble BeHbI IPOXOJUMbI, CTEHKU TLJIOTHbIE, YTOJI-
IIEHBI HEPABHOMEPHO, JIOIUPYIOTCS YIACTKHU ITPUCTEHOY-
HBIX OPraHM30BAHHBIX TPOMOOTHUYECKUX Macc. Y 3-Tpu-
3HaKoB QuroTanuy He BbIsABIeHO. CoxpaHeH MOHOMA3HBII
KPOBOTOK. 3aKJiioueHue; TpoMOOMIeOUT IPEMHBIX BEH.

Koncyspraius okyamucTa: 3110poB.

Ha ocnoBanuu coBokymHocTu KiamHndeckux (agpros-
HBIN CTOMATUT, 93BbI TEHUTAJIUH, TTAITYJIOMYCTYJIE3, Y3J10-
BaTas apuTeMa, TpoMO0(hIeOUTH) U J1aGOPaATOPHBIX (BbI-
spruenue rena B51 npu HLA-tunupoBanun) ganueix co-
CTOSTHUE TIal[HeHTa PacileHeHO KakK GoJie3Hb bexuera, Ha-
yaTa Tepanusl KOJXUIIMHOM C XOPOIel paHHel mmepeHo-
cuMOCTBIO U 3 PexkTUBHOCTHIO (3aKUBJIEHNE aThI T10-
JIOCTH PTA HA 4-€ CYTKU, TEHAEHIINS K 3KUBJIEHIIO SI3BbI
TeHUTAIUI).

Boabnoii ., 22 roza, sxureab Pecrybimku arecran,
HAXOJIUJICST HA CTAI[HIOHAPHOM JIEYEHUH C TUATHO30M: 6O-
Jie3Hb bexuera mo0cTpOro TeYeHust ¢ MOPaKeHueM CJIu-
3UCTOI 0OOJIOUKHM POTOBOM IIOJIOCTU M TeHWTaJMil (13-
Bbl), KOKU (yrpernogoOHas Chlllb, y3JI0BaTas 9pUTEMa),
cocynoB (TpoM0603 riybOKMX U IIOAKOXKHBIX BeH 00erx
HUKHUX KOHEYHOCTel ), I cTerienb akTHBHOCTH.

JKano6sr ipu moctymiaeHnu Ha o061yt ¢aabocts, 60-
Jie3HEHHbIe SI3BbI B TIOJIOCTU PTA, HA KOXe MOIIOHKU, yT-
PEBYIO ChIITh HA KOXKe CITUHBI U 3a/[Hell TOBEPXHOCTH IIEH,
oTeku cTom u rosedeit. opMupoBaHme Ha MECTAX BHYT-
PUMBIIIEYHBIX U BHYTPUBEHHBIX MHBEKIIMI TLIOTHBIX
V3€JIKOB IMaMeTPOM 3—4 MM, BO3HUKAIOIIUX B TeueHUe
GJIMKAMIIMX YaCOB U COXPAHSIOLIMXCS 10 7 CYTOK.

Anamues 3aboseBanus: 6osieH ¢ 13 Jiet, Korpa nosBu-
JIACH PEIUIUBUPYIONIast y3/0BaTast spuTeMa B 00JacTu
rosierieit. C 9TOTO BpeMeHU MU30/[MYECK OTMEYAIT O3HO-
ObI ¢ TTIO/TbeMOM TeMmItepatypbi Tesia 10 41° C 6e3 oryeriu-
BOU TepuonuvHocTy. Jlednsicss BUTAMUHAMU TPYIIIIbI
B 6e3 adekra, peruauBbl y3/JI0BOI 9pPUTEMbI OTMEYa-
suck 3—4 pasa B ron. B 2000 r. mpucoeunumics TpoM6od-
J1e0UT BeH 00enX HUKHUX KOHEYHOCTEH, JIeYUJICS Yy COCy-
JICTOTO XUPYPra, MOJYYas TPEHTA, PEONOIUTIIOKUH, Jie-
Tpasiekce, npeaan3oson 10 mMr/cyt B Teyenue 1 mecsia
C HECTOMKHUM HenpoJokuTebHbIM ahdextom. C 2001 1.
BIIEPBbIE OTMETUJI MTOSIBJIEHUE SI3B HA CIU3UCTOH 000J104-
Ke POTOBOM IIOJIOCTU U TeHUTAIN, 60JIe3HEHHbBIX B Teve-
HUe IIePBbIX 3—4 jHeil, najee 6e300J1e3HEHHbIX, BOSHUK/IA
06e300pakuBalolias yrpeBas Cbillb Ha KOXKe CIIUHbI
u rpyau. B wrose 2008 T. ocTpo BO3HMKJIA OIBINIKA, Ka-
resib. [1o MecTy UTeIbCTBA COCTOSIHIE PACIIEHUBAIOCH
Kak Oponxut. B ¢Bsi3u ¢ yacThiMuU peruauBaMu TpoMOoG-
sebuta Becuot 2009 r. GbiTa Hawata Tepanusi Bapdapu-
HoM. Ha atom done B utone 2009 1. BO3HUKIIO KPOBOTEYE-
HI€ U3 SI3BBI POTOBOU MOJIOCTH, TIOTPeGOBABIIEE TEPEIH-
BaHMs KPOBH, CBEKe3aMOPOKEHHOM 1y1a3Mbl. [ocniranu-
3MPOBaH JIJist 00CJIE0BAHYS U JIEUEHUSI.

OCMOTp TP TIOCTYILIEHUH: COCTOSIHUE YIOBJIETBOPU-
TeJIbHOE, TIOHKeHHOro riuTanust. Ha Koske ciuib u 3a/1-
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HABJIOAEHUA N3 IIPAKTUKN

Hell MOBepXHOCTH Ten yrpenopobHas cbimnb (puc. 1).
Ha kosxe MenuasbHON 1OBEPXHOCTH IIPABOM TOJIeHU —
€IMHUYHBIN OTIIBETAIONINI BBICHITTHON 3JIEMEHT Y3JI0BOM

Puc. 1. IlceBaodomIuKyuT 1 yrpernoaooHast Chillb.

PUTEMbI, MHOKECTBEHHBIE OYArH TUTIEPIUTMEHTAIIUN Ha
MECTe BBICHIITAHUN Y3JI0BATON 9PUTEMBI ¢ 0O0EUX CTOPOH.
Ha ciusucroit 060/104Ke sI3bIKa TUTAHTCKAs s3Ba, H0JIe3-
HeHHasl, MOKpbITag OeibiM HajeroM (puc. 2). CycraBbl

Puc.2. SI3BeHHOE TIOpasKeHNE CIU3UCTON 000I0UKU POTOBOI
IIOJIOCTH.

6e3 IPU3HAKOB CMHOBUTA. AyCKYJIBTAaTUBHO — yCUJIEHUE
IT Tona Ha JeroyHoil apTepuu, B OCTAJILHOM 110 OpraHam
U CHCTEMaM TIaTOJIOTUU He ompenessercs. JKuBoT msir-
kuii, 6e300mesnennpiii. [ledens, cee3eHKa He yBeande-

Hbl. BbIpaxkeHbl TPOsBIEHUS BEHO3HOW HEIOCTATOYHO-
CTU HUKHUX KOHEYHOCTEH.

JlanHble 1abOPATOPHBIX HCCIenoBaHMUA. B aHammzax
kpoBi: remorobun 119 r/m1, apurpormrsr 4,93x1012/1,
nefikoruTst 7,7x109 /71, selikorurapiast opMya He H3Me-
nena, TpombormTer 224x109 /71, TloBbInTeHbI 0CTPO(hA30BBIE
nokaszaremr: CO9 28 mv/4, CPB 23,12 mr/i1, pubpunoren
4,4 t/n. Ob6Hapysxena runeprporertemus (00muii 6e10K
98,3 /). Comepxanue 6eIKOBBIX (ppakLuii, GHOXIMUIYIEC-
Kue mnokasarean (OuaupyOMH, KPeaTHHUH, XOJIECTEPHH,
IJII0K03a, aMUHOTpaHcgepasbl) — B IpejesiaX HOPMBbIL.
MHO 1,49, AYTB 49,9 c. Aurtutena K KapAuOJUTIUHY
kaacca 1gG 1,3 GPL-U/ml (nopma menee 10), anturena
K Kapauosmiuny kiaacca IgM 2,2 GPL-U/ml (mopma me-
nee 10), anrurena k 6era-2 rimkonporenny I kiacca IgG
11,4 U/ml (Hopma — meHee 10) — HE3HAYNMO MOBBIIIIEH.
AHO otrpunaresien, antTutesia K SHAOTETUAIBHBIM KJIET-
kam <1:10 (N). IgM = 1,24 (nopma), IgG = 15,3 (1opma),
IgA = 5,79 (noBbiien). HLA-B51 anTureH oGHapysKeH.

AHanu3 MOYH B TIpeJIeIax HOPMBI.

Hannvie uncmpymenmanvioix uccaredosanui: KT —
cunycosbiit put™m ¢ YCC 73 yu. B 1 mun. Henosinast 610-
KaJla MpaBoil HOXKKY Iyuyka [rca. DiaeMeHThbl Harpy3Ku Ha
npaBoe npezcepaue. Crmporpadus — MaTOJIOTUN He BbI-
siBJieHO. Jlerkre HapymieHWs] MPOXOAUMOCTH JIbIXaTeh-
HBIX ITyTel. TecT maTepruu noJ0KUTeTbHBIN.

OxoKT: HeboJibilas [ujaTalys IPaBbiX KaMep CepLa.
Muokapa He yToJIIeH. ACWHXPOHHOE JBUKEHUE
MIKTI. TnobanbHast CUCTOJIMYECKAST U HACTOJIAIECKAST
byHKIMYI 060UX JKETYyI0YKOB COXPAHEHbI. AOpTa He pac-
mmpena. [larosoruu aopTaabHOTO KJamaHa He BBISBIIE-
Ho. [larosoruu MUTpPaIbHOTO KJaraHa He BBISBJIEHO.
TpexcTtBopuarblii KJallaH He U3MeHeH. TpHuKycHuaaib-
Hag peryprutanus 1 creneru. CTBOJI JIETOYHOW apTepun
He pacumpen. [Ipukanannas myabMOHAIbHAS PETypru-
tarus. Jlerounas rutniepreH3us (pacyeTHOe CUCTOIAYEC-
Koe flaBJjieHue B jierouHoii aprepuu 40 mm Hg).

[ymiekcHoe ckaHWMpOBaHME BeH HWKHUX KOHEYHO-
cTell: BU3yanamn3alus MoB3/I0IIHBIX BeH (hparMeHTapHas.
C obeux CTOPOH IMOJB3/OIIHBIE BEHBI IIPOXOIUMBI.
Y 3-11pu3HaKoB HEITPOXOAUMOCTH He BBIABJIEHO. B pexu-
Mme IIIK koHTpacTupoBanue 1mpocseta BeH mnosHoe. Kpo-
BOTOK HOCHUT (ha3ubiii xapakrtep. CiieBa B IMpocBeTe MO-
BEPXHOCTHOM OepeHHOI, TOAKOJEHHON 1 IIyOOKIX BeH
FOJIEHU JIOIMPYETCst TPOMOOTHYECKIE MACCHI, MIOTHBIE,
¢dubposuposannble. [IpUsHAKM peKaHANIU3AINU — CO-
xpaHeH MOHO(a3HbIN KPOBOTOK. Bepxuuii ypoBenb pac-
[POCTPAHEHUsT TPOMOOTUUECKUX MACC COOTBETCTBYET
rpaHuile BepxHell u cpernHeil Tpetu Genpa. Y 3-TpusHa-
KOB (DJIOTAI[MU HE BBISIBIEHO, BEPXYIKa TpoMba huKcH-
poOBaHa 110 HYZKHEH cTeHKe GOJIbINOM MOIKOKHON BEHBL
beprioBeie BeHbl TPOXOAMMBI HAa YPOBHE HUKHEH TpeTH
rosieru. BoJjbiiast TOMKOKHAsE BeHa Ha ypoBHe Gempa
npoxouma, He paciupena. CadenodemopanbHoe coyc-
The COCTOSATENbHO. Ha ypoBHE rosieHu paciuimpensr 60JIb-
nras MOAKOKHAs BeHA M ee MPUTOKH, CTEHKU TLIOTHBIE,
BeHA TIPU KOMITPECCUH MTOJHOCTBIO HE CKUMAETCS, B IIPO-
CBeTe JOIUPYIOTCst (rOPO3UPOBAHHBIE PEKAHATUUPYIO-
muecst TpOMOOTUYECKUe Macchl. MaJsiast OJKOKHAS Be-
Ha — CTEHKH IIJIOTHBIE, YTOJIIIEHbI HEPABHOMEPHO, y4acT-
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KM TIPUCTEHOYHBIX OPraHU30BAHHBIX TPOMOOTHYECKUX
macc. CrpaBa B TIPOCBETE MOBEPXHOCTHOM OeIpeHHOM,
NOAKOJEHHON M TIyOOKUX BEH TOJIEHW JIOUUPYIOTCS
TPOMOOTHYECKIE MACChl. BepXHUIT ypOBEHD PacpocTpa-
HEHUS COOTBETCTBYET rPaHUIle CpeHeN U HUKHEH TpeTu
Geapa. Bepxymka Tpomba YeTKO He BU3YaJU3UPYETCS.
B moakoseHHON ¥ riybOKKMX BeHaX rOJIEHH Ha YPOBHE
BepxXHel TpeTu TPOMGO3 HOCUT OKKJTIO3UBHBINA XapaKTep.
Mauiast oJKOKHasl BeHa — OKKJII03MBHBINA TpomO03. Ca-
(enodemopanbHoe coycThe cocrositesbHo. Ha ypohe
roJieHn OOJbINAs MOJKOKHAS BEHA paciiupeHa, aedop-
MHPOBaHa, B TIPOCBETe BeHbI (PMOPO3UPOBAHHBIE TPUCTE-
HOUHbIE TPOMOOTHYECKIE MACCHL

3axJsoueHue:

Tpom603 riryGOKUX BeH JIEBOM HMKHEl KOHEYHOCTH
B CTa/IUU PEKaHAIU3AIUN.

Tpom603 raybOKHUX BeH NpaBoil HUKHENH KOHEYHOCTH.
OKKJTI03UsT TIOIKOJIEHHOW BEHBI, IIyOOKUX BEH IOJIEHH.

Tpom603 GOJBIINX TTOAKOKHBIX BEH, TIOKOKHBIX BEH,
HOAKOKHBIX BEH TOJIeHel ¢ 00eUX CTOPOH, MAIOH IIOLKO-
JKHO BEHBI CJIeBa, CTA/IUS PEKaHATU3AIINN.

OKKJTI031s1 MaJIO¥ TTOIKOKHOM BEHbBI CIIPaBa.

Y 3U opranos GpIONTHON MOJOCTH U MOYEK: IPABOCTO-
pouHuil HedponTos. [[o6aBOUHAS 10JIST CETE3EHKN.

Ha ocHoBanu# COBOKYIHOCTH KJIWHUYECKUX JAHHBIX
(adTO3HBIA CTOMATHT, $I3BbI T€HWTAJIMii, YrpernogoOHas
ChlIIb, y3JI0BaTas spurema, (paebuTs) 1 1aGOPaTOPHBIX
(BoisiBiienue rerna B51 npu HLA-Tunuposanumn) cocrosi-
HUe TIal[eHTa pacileHeHo Kak 6oJsie3Hb Dexdera, Hayara
Tepanus KOJXUIIMHOM C XOpOIIed MepeHOCUMOCTBIO
1 3 PEeKTUBHOCTHIO (3aKUBJICHIE aThI).

OrnrcaHHble HAMY CJIyYau XapaKTePU3yIOTCS CXOIHbI-
MU KJIMHUYECKUMHU TposiBienusamu. Cpenn HUX caemyer
OTMETUTDH JOMUHUPOBAHKE B KIMHUYECKON KapTUHE T10-
paskeHHst CIMBUCTHIX 000JIOUEK 1 KOXKHU, COCY/0B CPeIHe-
ro kamubpa (TpombodeduT TIayOOKHX BeH TroJieHei,
SIPEMHBIX BEH) ¢ HAKJOHHOCTBIO K TPOMOOTUYECKUM OC-
JIO)KHEHUSAM. AHaMHe3 y 000MX MAIMEHTOB JIaeT OCHOBA-
HU€e TIPEJIIONAraTh IIePEHECEHHBIE AIU30/bI TPOMOOIM-

Jureparypa:

Puc. 3. Tor e 60JIbHOM, uTO U Ha puc. 2. 3aKuBjieHne apT

110CJ1€ JICUEHUA KOJIXUIINHOM.

GOJIMY JIETOYHOM apTepUH, He TOATBEPIKAEHHBIE, OJHAKO,
JMAHHBIMU WHCTPYMEHTAJIBLHOTO obcienoBanus. Crout
VIOMSHYTb OTCYTCTBUE TaKUX XapaKTEPHBIX MPU3HAKOB
Gosesnn Bexuera, Kak CyCcTaBHOM CHHAPOM U BOCIIAJIM-
TeJibHOe nopaskeHue ria3. [lo Becelt BunnMocTy, ykasaH-
HbII (haKT SBUJICS PUYUHON MMO3/[HEN AUATHOCTUKU 3a-
GosieBanus (Ha 5-om rogy Gosesuu y Gosbuoro III.
u 9-om rogy — y 6osbHOTO 3.).

Mbl 1oJj1araeM, 4To JaHHbII BapuaHT TedeHust GOJIe3HU
Bexuera MOKeT OBITh TUIIUYEH [IjisI TIPEJCTABUTENEH 9T-
HU4ecKol nomnyusaiuu Jlarecrana, xorsi, 6e3ycCJl0BHO,
3TOT BONIPOC HYXK/AeTcs B JajbHelineM ugyderauu. OT-
MeuyeH OBbICTPbI M BbIpaskeHHBIH 3(h(PEeKT HU3KUX 103
KOJIXUIIMHA B OTHOIIEHUW CJAU3UCTBIX W KOKHBIX ITPOSIB-
genuii 6onesnu Bexuera. Jlamubiii (akt coriacyercs
C pe3yJbTaTaMy PaHIOMU3WPOBAHHBIX KOHTPOJIUPYEMbIX
HCCJIEIOBAHUI MPUMEHEHMSI KOJIXUI[MHA TIPU OOJIE€3HU
Bexuera. YunTbiBasi XopoIiyIo HepeHOCUMOCTb, BBICOKYIO
3 HeKTUBHOCTh ¥ BBICOKUI YPOBEHb JI0KA3aTEbHOCTH,
KOJIXUIMH CJIEJyeT PACCMATPUBaTh B UmcJe (GAa3UCHBIX
[PEeapaToB MepBoil TMHUH Tepanuu 6oe3nn bexdera.
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