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Tlpusodumcs onucanue 604bH020 64 1em ¢ NApaHeonAACMuU4ecKoll ny3bipUamKoll, pazeueuielicss Ha (YoHe panee He AEHEHHO20 XPOHU -
yeckoeo aumeponetikosa (XJ1J1). Jleuenue npednuzononom, madmepoii, yuxkaogocghanom u aetikepanom npuseno K pemuccuu X1 u uc-
Ye3HOBEHUIO 8CeX CUMNMOMO8 ny3bipuamku. B meuenue 2oda nocie neverus 60AbHOU HAXOOUMCS 8 XOPOUEM COCIMOSHUU U ROAYHaem
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This is a case report of the 64-year-old male patient who suffered of previously untreated chronic lymphocytic leukemia (CLL), and para-
neoplastic pemphigus. He was treated with prednisolone, MabThera, chlorambucil and cyclophosphamide. The patient achieved remis-
sion of CLL, and all symptoms of paraneoplastic pemphigus disappeared. During the year after the treatment he has good performance

status, and receives only low doses of chlorambucil and prednisolone.
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AYTOMMMYHHbBIE OCJIOXKHEHUSI MPU XPOHUYECKOM
nmumoneiikose (XJIJI) — ayrouMMyHHasi aHEMUSs, ayToO-
MMMYHHas TPOMOOIIMTOTIEHUS] W TapluajibHas KpacHO-
KJIETOYHAas arja3usi — XOPOIIO M3BECTHBI. 3HAUUTEIBHO
pexe BCTpeyaeTcs, PeIKO OIMMCHIBAETCS B PYKOBOJCTBAX
U TI03TOMY OCTAeTCsl Majo M3BECTHBIM €Il OJHO MPOsIB-
JIeHHe ayTOMMMYHHOT0 KoHpaukTa npu XJIJI — pa3Butue
napaHeoruiactTuueckoi nmyssipyatku (ITHIT).

TepMuH «ImapaHeoruiacTUYecKass TMy3bIpyaTKa»
BriepBbie ucnoab3oBaH G. Anhalt u coast. B 1990 1. [1].
B cBoeii pabote oHM omnucaau 5 coOOCTBEHHBIX HabOI01€e-
HUI 1 0000IININ UMEBIIIMECS K 3TOMY BPEMEHM B aHTJIO-
SI3BIYHON JIUTepaType OTIeJIbHbIE COOOIIEHUSI O Topaxe-
HUUY KOXMW U CJU3UCTBIX, HAITOMUHABIINE KAPTUHY UCTHUH-
Ho#t my3bipuatku (MI1), y 6071bHBIX, CTpagaBIIUX pa3inuy-
HBIMH, TIPEUMYIIECTBEHHO JUM®ONpoandepaTuBHBIMU,
3a00JIeBAaHUSIMU.

Kaxk usBectHo, U1 — a3to ayroumMmyHHOe 3a00JieBa-
HUe, TPU KOTOPOM MOpaxkeHUe KOXHU U CIM3UCTBIX 000J10-
YeK BO3HMKAET BCIICICTBUE NEHCTBUS ayTOAHTUTEN IPO-
TUB OEJIKOB KJIETOYHOU MeMOpaHbl. B pesynabrate 3TOro
BO3HMKAET HapyIIeHUE MEXKJICTOUHOM aAre3uu — aKaH-
TOJU3 U TOSBISIOTCS MHTPasIUTEINANIbHBIC ITy3bIpHBIC
obpazoBaHus. CyiiecTByoT ABe hopmbl WI1: my3sipuaTKa
OObIKHOBEeHHast — pemphigus vulgaris (PV) u ny3sipuaTka
nuctoBunHass — pemphigus foliacens (PF). Ilpu PV o6Ha-
PYXMBAIOTCS aHTUTEJA K MIaKOTJIOOMHY, OEJIKY C MOJIEKY-
nsgpHoit Maccoit 130 x/I, KOTopwlil SBISIETCA TJIaBHBIM
KOMITOHEHTOM MEXKJICTOYHOTO B3aMMOJEHCTBUS KJICTOK
MOKPOBHOTO 3MUTEAUS C TOMAJEXAIMMU TKaHIMU.
ITpu PF oGHapykuBaloTcsl aHTUTENA K APYroMy OEJIKy —

mecMorienHy 1 ¢ MoJjekynsipHoit Maccoit 160 k/I, koTo-
pblii B3aUMOAEUCTBYET C MJIAKOIJIOOMHOM B MEXKJIETOY-
HBIX Mpolieccax. be3 B3auMomeicTBUsA 3TUX ABYX OCJIKOB
HE MOTYT OCYIIECTBISITHCS MEXKKJICTOUHAS aare3usl Kiie-
TOK KOXXM W CIU3MCTHIX U UX aAre3us K MoIeKaluM TKa-
HaM [2, 3].

CrnenyeT cka3aTb, YTO 321010 A0 padoTbl G. Anhalt
U COAaBT. B OTEUECTBEHHOM JIMTEpaType MOSIBUIINCH OTHCA-
HUS My3bIpYaTKNA Y GOJBHBIX, CTPaJaBIINX 3JT0KAYECTBEH-
HBIMHA HOBOOOpa3zoBaHusIMHU. [IepBoe cooOIeHNEe O TAKOM
couetaHuu caenaHo O.A. AiMapvMHBIM U COaBT. ellle
B 1959 r. OHu onucanu 60JbHOTO, CTpaAaBIlIEero Heomepa-
OCJIbHBIM PaKOM KeJyJaKa, Y KOTOPOro 4epe3 HEeCKOJIbKO
MecCsIIeB TTOCjIe YCTAaHOBJICHUSI TMarH03a OITyXOJIM Pa3BU-
Jlach KapTUHA ITy3bIPYaTKU C TTOpaXXeHUEM CHavajla KOHb-
IOHKTHUBBI TJIa3, 3aTeM CIM3UCTOI MOJOCTU pTa, TOPTAaHU
1 HOCOIJIOTKH, a Yepe3 MoJIroga — IMopakeHue KOXHU Ty-
JIOBHUIIIA U KOHEYHOCTel. JleueHne CTepOUIHBIMU TOPMO-
HaMU MPUBOAMUIO K HEKOTOPOMY YIYUYIIEHUIO MpOsIBJe-
HUI My3bIpYaTKH, HO SI3BEHHO-3PO3UBHBIE IMOpPaKCHUS
KOHBIOHKTUBBI COXPAHSUIMCh, UTO TMPUBEJIO K Pa3BUTUIO
IMOJTHOM CJICTIOTHI OJHOTO Tja3a. Kak sicHO W3 maHHOTO
onucaHus, 6onbHol ctpagan [THII ¢ xapakrepHoii oue-
PEIHOCTbHIO Pa3BUTHUS TTOPAXKEHUI CAUZUCTHIX U KOXKHU, OJ1-
HAKO aBTOPbI OMUCAHUS CUUTAIM, YTO My3bIpyaTKa y MUX
GOJILHOTO «pa3BMJIACh BHE BCSIKOM CBSI3M C PaKOBBIM I1O-
paxkeHuem» [4]. BriepBbie NpearoioxXeHre 0 BO3MOXHOMN
MMaTOTCHETUYECKOM CBSA3M ITy3BIPUATKU CO 3JI0KAYECTBEH-
HBIMHU 3a00JieBaHUSIMU Bhicka3aHo B ctatbe H.C. [1oTeka-
€Ba U COaBT. «3JI0KauYeCTBEHHbIE HOBOOOPA30BaHMS U Be-
3UKYJIO-OyJIe3HbIe nepMaTo3bl» B 1964 . OmucaB OBYX
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0O0JIbHBIX, Y KOTOPBIX KapTUHA My3bIpYaTKU (Y OAHOTO JIU-
CTOBUIHOM, y IPYTOTO — BYJbTapHOIi) pa3BUJIaCh B OMHOM
ciydyae Ha (hoHe paka HaATOpTaHHWKA, B IPYyrOM — paka
JIETKOTO, aBTOPbI BbICKA3adu MPEAIOJ0XKEeHNEe O BOZMOX-
HOI pOJIM OMYyXOJIM U MPOAYKTOB €€ pacraaa B pa3BUTUU
MopaxKeHUsI KOXHU U CAU3UCTBIX 0boJiouek. B 3akioueHue
OHU JlaXe PEKOMEHIOBaJIW MPOBOAUTH TIIATEJIbHOE 0O0-
cleoBaHUe Ui UCKIIIOUEHUST OTYXOJU y BCeX OOTbHBIX
ny3bipuaTkoit [5]. K coxaneHuio, B TO BpeMsl 9TU pabOThl
He TMOJIYYUJIU JaJbHEHIIEeTro pa3BUTUS U HE CTalu U3BECT-
HbI MUPOBOMY BpauyeOHOMY COOOIIECTBY.

G. Anhalt 1 coaBT. ¥ MHOTMMU MOCTEAYIOUIUMU UC-
clefoBaHUSIMU OblI0 moka3aHo, yto npu [THIT o6Hapy-
XKUBAIOTCS aHTUTEIA HE TOJbKO K IUIAKOIJIOOMHY U Jiec-
MOTJIEVHY 1, HO M K PSILY IpYyTUX OEJIKOB, BXOASIIUX B CO-
CTaB KJIETOYHOI MeMOpaHbl U IIUTOIIA3MbI KJIETOK KOXH
U CIU3UCTBIX 000JI0UueK. DTO OEJIKU ¢ OOJIbIION MOJIEKY-
JISpHOUW Maccoll U3 ceMelCcTBa MIaKWHOB — YHBOIUIAKWH,
MepurUiakiH, 1eCMOIUIAaKUH U Apyrue, odecneyrnBaroume
MEXKJICTOUHbBIC B3aUMOICHCTBHS KJIETOK Pa3IMIHBIX CJIO-
eB KOXM U CIMBUCTBIX oOonouek. [lpu Ouomncum Koxu
60abHBIX ¢ [THIT 0O6HapyXuBamOTCsI aKaHTOJIN3 U OTJIOXE -
Hue OeNKOBBIX CBEepPTKOB, conxepxkamux IgG u komruie-
MeHT (Janie Bcero dpakiuio C3) Ha MTOBEPXHOCTU Kepa-
TOLMTOB U B 30He 0a3ajibHOW MeMOpaHbl, COMPOBOXKIAI0-
1ieecs MOSIBJIEHMEM MHTPA3MUTEINAIbHBIX ITOJoCTel [6].
DTHoJIOTUYECKAs] pOJib ayTOAHTUTEJ B pa3BUTUM 3aboJie-
BaHUs MOATBEPXKAeHA Ha MBIIIMHON MOAEIN: MacCUBHbBII
nepeHoc IgG ot 6oabHOro ITHIT MblliamM BBI3bIBA Y KU~
BOTHBIX Pa3BUTUE KJIMHUYECKOW W TUCTOJOTMYECKOU
(akaHTONM3) KapTUHBI My3bipuyaTku [1]. MccienoBaHue
KOXHBIX OMONITaTOB OOJIBHBIX TTOKAa3aJi0, 4To momMumo IgG
U KoMIuieMeHTa oHu copepxaT CD4+ T-nuMbonuTsl,
CD8+ T-aumdpouutsl, CD56+ HaTypasbHbIE KUIEPHI
u CD68+ moHoLMTBI/Makpodaru. DTU KJIETKH JOKaTU3Yy-
I0TCSI B Pa3JMYHBIX CJIOSIX KOXM, UX HCCIAEAOBAHUE IMPU
ITHIT moka3ano, 4TO OHU AKTUBUPOBAHBI U, OYEBUIHO,
Y4acTBYIOT B (DOPMHUPOBAHUY TTOBPEKACHUM KOXU U CIIU-
3UCTBIX 000JI0YEK. YBeJIMYeHNE YPOBHS MHTEPJICKIHA 6,
y-uHTepdepoHa u ¢akTopa HEKpO3a OMyXOJu MOKa3biBa-
eT, yto B otaunuue ot MII npu ITHIT umeercst He ToabKO
aKaHTOJAW3, HO W OO0pa3oBaHUE BOCMAIUTEIbHBIX WH-
(unbTpaToB MEXAY pa3aIUUYHBIMU CIOSIMU Koxu [7—10].

IIupokuit crieKTp aHTUILIAKMHOBBIX aHTUTEN TIPHU
I[THIT obGycnoBauBaeT mopaxkeHWe MHOTUX OpraHoB, IO-
CKOJIBKY O€JIKM ceMeMCTBa MJIaKMHOB MMEIOTCS B SIMUTE-
JIMA BCEX OPTraHOB, a TakKXe B renaroluTax, B INIaAKUX
U MOTEePEYHOINOJOCAThIX MBIIIIAX, B TOM YUCJIEe U B MUO-
Kapae. DTo OMNpenesieT 3HAUUTEbHbIE OTJIUYUS KIMHU-
yeckoit kaptunbl [THIT ot kapTunbs o6oux Bugos UII.

Koxnpie nmopaxenusi npu ITHIT paznoobpasubr —
9pO3MU, TSITHA, MY3bIPU, MPYPUTMHO3HbBIC BBICHITIAHUS,
JIMXEHOUIHbIE TanyJbl. JIMXeHOUIHbIE BBICHIITAHUS MOTYT
OBITh €IMHCTBEHHBIMU KOXHBIMU mposiBiaeHusiMmu [THII
WJIM pa3BUBAThCA Mepej MosiBIeHueM my3bipeii. x qoka-
M3l MOXET OBITh CaMO¥l pa3IWYHONM — BOJIOCUCTAS
4acTb TOJIOBHI, JIMIIO, TYJOBHILE, KOHEYHOCTH. [1y3bIpu Ha
KOXe TYJOBUILA U TOJOBBI PEAKO HAMPSXKEHbBI, Yallle OHU
BslJIble, JIETKO crajarpuidecs moa naBieHueMm. Hepenko
My3bIpU U TSTHA TMOSBISIOTCS Ha JIAAOHSIX W TMOJIOLIBAX,
yero Hukoraa He ObiBaeT npu UII. MHorna nopaxeHus
KOXM OYEHB MTOXOXM Ha KOXXHBIC U3MEHCHUS TIpU 00JIe3-
HU «TpaHCIUJIaHTaT MPOTUB Xo3simHa» [11]. OueHb xapak-

tepeH mis [THIT u gacto sBisieTcst mepBBIM CUMIITOMOM
00JIe3HN IPO3WBHBIN CTOMATUT. DPO3UN OOBIYHO PACIIO-
JIaraloTcsl Ha CIM3UCTON MIEK, SI3BIK YTONIIEH U MOKPBIT
rpyObIM HaJlleTOM, OOYCJIOBJIEHHBIM MPUCOEAUHEHUEM
BOCTIAJIUTEJBHOTO TMpoOLiecca, BBI3BAHHOTO OakTepuasb-
HOU U rpubKoBoii dhaopoii monoctu pra. [IpuHsaTHE NUILKU
B 3TUX CJyyasix, KaK MpaBUJIO, 3aTPYyJHEHO, U OOJIbHOUI
OBICTpO TepsieT Maccy Tesa. CTOMATUT HEPEeKO COYeTaeT-
cs ¢ TOpaXeHUeM MUIIEBOa, NHOTAA B 3TUX CIyvasiX U3-
3a pe3koit 60JIE3HEHHOCTH MPU MPOXOXKASHUU MUILU MPU-
XOIUTCSI TMpuberaTb K HAJOXEHUI0O TacTPOCTOMBI.
[Tpu TTHIT onucanbl mopaxeHUsI MOYEBOTO Iy3bIps, MO-
YyekK, Bjarajuiiia, MoJIOBOro 4WieHa, KUIIeYHUKA, TPaXeu,
o6ponxos. [TopaxkeHue a3 HEpEeAKO HOCUT OUYEHDb SIPKUU
XapakTep: KOHBbIOHKTUBA PE3KO TUIIEpeMUpPOBaHa, OTEY-
Ha, 4acTO C THOWHBIMU HAJOXEHUSIMU, UMEIOTCS paclliu-
peHHue COCyI0B CKJIep, MHOIIa KPOBOM3IUSIHUS Ha CKJle-
pax. McxomoM mopaxkeHUsT KOHBIOHKTHBBI MOXET OBITh
oOpa3oBaHue pyOLIOB C HapylleHUeM 3peHusi. BBuay pac-
MMPOCTPAHEHHOTO XapakTepa MOpaXeHWsI ¢ BOBJIEYEHUEM
MHOTUX OPTaHOB OBLIO TMPeAoXeHO 0003HavaTh 3aboJe-
BaHUE TEPMUHOM «I1apaHEOIJIaCTUYECKUII ayTOMMMYH-
HBI MyJbTHOpraHHblii cuHapoM — [TAMC» [9], ogHako
tepmuH [THIT sBasgercsa OGosiee yacto ymnorpebJisieMbIM
U B HACTOsIIIEe BpeMsl.

Hau6osiee onacHoe npossienue [THIT — mopaxe-
HUE SMUTENUs OPOHXUOI U METKUX OPOHXOB C OTJIOXKEHU -
€M JIeNO3UTOB (CBEPTKOB), cocTosmux u3 IgG u komre-
MeHTa, B OpoHXxuasbHOM 3nuTenuu. Crenyer Moayepk-
HYTb, YTO TOpaxXeHus Jerkux He ObiBaeT npu WII.
[To nannbiM H. Nousari u coast. [12], pacrnojaraioiiux
HaOJIOAeHUAMU, BKIOYamomuMu 84 OoabHbIX ¢ [THII,
CMEPTHOCTb IpH IOpaxXeHWW Jerkux mnpesbimaer 90%.
[IpuuyuHO#l cMepTU sBJsIETCSl AbIXaTeJbHasi HEIOCTATOU-
HOCTb, Pa3BUBAIOILASICS B PE3YIbTaTe MPOTrPECCUPYIOLIETO
obsurepupywiiero oponxuonurta. [lopaxkeHue Jerkux,
BO3HUKHYB, OOBIYHO ITPOTPECCUPYET U IPUBOIUT K Pa3BU-
THI0 Gudpo3a OPOHXUOJ, HECMOTPSI HA UMMYHOCYIIpec-
CHUBHYIO Tepanuio, MOJA BIUSHUEM KOTOPOUl y OOJBHOTO
MOTYT YMEHBIIUTBCS U 1ake UCUE3HYTh MOPaKeHUsT KOXU
U cau3ucThiX. Takoe TeyeHue 3ab60eBaHUST UMEIO MECTO
B HeKoTopbix HaOmoneHusx H. Nousari u coaBt. [12].

CrenyeT UMETh B BUY, UTO MOSIBIIEHUE W TIPOTPECCU-
pOBaHWE NbIXaTeJIbHONW HEIOCTAaTOYHOCTU, KaK IPaBUIIO,
JOJITO HE HAXOAUT OTPaXeHUsI B TaHHBIX PEHTT€HOBCKOTO
U ToMorpacduyeckoro UCCaeioBaHUI, KOTOPbIe HE BbISIB-
JISIIOT KaKUX-JIMO0 MPU3HAKOB MOPaXXeHUsI JIETOYHON TKa-
HU. JIMIIb B MO3THUX CTAIAUSX MTPU KOMITBIOTEPHON TOMO-
rpaduu ynaercs oOHapyXuth 1uddy3Hoe B3ayTHE U MHO-
JKeCTBEHHBIE MeJTK1e OPOHX09KTa3bl. B TO Xe BpeMs maH-
Hble CIIMPOMETPUM TIO3BOJISIIOT PaHO 3aMOO3PUTH TsIKe-
Jloe OOCTPYKTUBHOE MOpakeHue JeroyHoi TKaHu, a aHa-
JIN3 HACBILIEHUST apTepUabHON KPOBU KUCIOPOJOM — BbI-
SIBUTh BBIPAXXEHHYIO THIIOKceMMIo. [Ipu GpoHXOCKOTIUM
U OMOTICUM JIETOYHOUW TKaHW OOHAPYXKMBAIOTCS MCTOHYE-
HHE MeXaTbBEOSIPHBIX TIEPETOPONOK U OOIbIIOE KOMUYe-
CTBO CJIYHIEHHOTO 3MUTENUs U BA3KOW CIU3U B OPOHXMO-
nax. KMaKocThb, MojydyeHHass mpu OpPOHXO0aIbBEOJISIPHOM
JlaBaxe, COAEPXUT OO0JbIIOEe KOJUYECTBO HEUTPOGDUIOB,
HO MMKPOCKOIMUYECKOE U KYJbTYpajlbHOE MCCIEIOBaHUS,
Kak TIpaBWJIO, He OOHApyXWBAIOT TMAaTOTeHHOU GIOPHI.
HNHorna OpoHXMONMUT pa3BUBAETCS CIYCTSI HECKOJIBKO Me-
CSILEB TIOCJIEe YCTIELTHOTO JIEYEHUSI U TP OTCYTCTBUU pe-
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Lo02.] BUIOUNOLYWIIOHHDO

Puc. 1. Brewnuii 6uo 601bH020 npu nocmynieHuu 8 KAUHUKY

IUANBA KOXHBIX mopaxenuit [13]. UMMmyHocymnpeccuBHast
Tepanus, 2QdeKTUBHAs B J€YECHUU TOPaKEHUN KOXHU
M CIIM3UCTBIX 000JI0YEK PA3IMYHBIX OPraHOB, OOBIYHO OKa-
3bIBACTCS Majlo- WM Hea(EeKTUBHOI B Tepamuu Jeroy-
Horo mnopaxeHus. Jlaxke mpu JOCTUXEHWUU YJIyUIICHUS,
Kak MMpaBuUJI0, BCKOPE pa3BUBaeTCs PEIUINB C (haTaTbHBIM
ucxonoM. Mmeercsi coobuieHre o0 yCreumrHoi Ouate-
pajJbHOM TpaHCIUIAHTAIIUM MOJIeH JIETKMX y 14-JeTHero
Majibuuka ¢ 6osne3Hbio Kactiemana, ocinoxHeHHoi ITHIT
C TSKEJIBIM MPOrpecCUpPYIOIIMM OpOHXUOIUTOM [14].
ITHIT onucaHa npu caMbIX pa3HbIX OIMYXOJISIX — pa-
Kax pa3IUyHON JoKamu3anuu (KexyaKa, MUIeBoaa, Ha-
TOpPTaHHUWKA, JIETKOTO, MOUYEBOTO MY3BIPsI, TOYKU, KITUTO-
pa) [5, 15—17], nunocapkome [18], tumdpome XomKkKnHa,
tumome [1], Ho B 80% Bcex onmucaHHbIX ClIy4aeB OHA coue-
TaeTcsl ¢ HEXOMKKUHCKUMU JTuMdomamu, XJIJI u 6ones-
Hbio Kactnemana [19]. O. Nikolskaia u coast. [20] naxe
YKa3bIBAIOT CBSI3b KOXHBIX TTOPaXeHW! ¢ JTUMGPOUTHBIMU
OITyXOJISIMU B Ka4eCTBE OTHOTO M3 TMArHOCTUYECKUX KPU-
tepueB [THII. Y. Kaplan u coaBT. [21] mpoaHanu3upoBain
163 cnyuas I[THII, onucaHHble B aHIJIOS3bIYHON JIUTEpa-
type ¢ 1990 o 2003 r. B 84% Bcex HaGmonenuit [THIT co-
yeTasach ¢ TeMaTOJOMMUYECKUMU omyxonusimMu: B 38,6% —
C HEXOIKKMHCKuMHU Jumdbomamu, B 18,4% — ¢ XJIJI,
B 18,4% — c Gonesnnio Kactiemana, B 5,5% — ¢ TuMoO-

Puc. 2. [Iposieaenus Konsionkmueuma

moii, B 1,2% — c 6Goxe3npo Bamboencrpema, B 0,6% —
¢ numpomoit XomxkkuHa. Ha Bce conmmHble OIMyXOJH
(MpeuMyIIeCTBEHHO dMUTEIUaIbHbIe) MPUXOAUTCS JULIb
16% onucanubix ciydaeB [THIT.

O6biuHo TTHIT pasBuBaeTcsi Kak €IMHCTBEHHOE
MpOsIBIeHNE ayTOUMMYHHOTO KOHMINKTA, HO MHOTJA MO-
JKeT COUeTaThCs C ayTOMMMYHHOU aHeMuel Ui TpoMOo-
nuroneHueit [8, 12]. HekoTtopsle aBTOPBI CKJIOHHBI CBSI-
3piBaTh pazButue [THII ¢ mpuemoM jgekapcTBEHHBIX Mpe-
napaToB WU PEHTreHOoTepanueil Aisi Je4eHus1 OCHOBHOTO
3a0oneBaHus [22—25]. OnHaKO BO MHOTUX U3 ONYOJIUKO-
BaHHbIX ciyyaeB pasputue [THII mocinyxuno mnosogom
IJIST TIEPBOTO OOpaImieHusT 0OTBHOTO K Bpady, a OMyXOJb
Oblla TMAarHOCTUPOBaHA B Ipoliecce obcienoBaHusi. He-
coMHeHHO, uyTo pa3putue [THII cBsa3aHo ¢ peakuueit um-
MYHHOU cucTeMbl 60JbHOTO Ha UMEIOIILYIOCS OMYyXOJIb, O~
HAKO OCTaeTCsl HESICHBIM, MOYEMY 3Ta peaKas peakiius
BO3HUKAET B KaXJIOM KOHKPETHOM CJIydae, TMOCKOJbKY
HUKaKNX 0COOEHHOCTE!l B TEUYEHWW U TPOSIBICHUSIX OC-
HOBHOTO 3a0o0sieBaHus y 60abHbIX ¢ [THIT HeT.

B neuenuu ITHIT ocHOBHas pojib MPUHALICKUT UM~
MYHOCYNPECCUBHOI Tepanmuu — KOPTUKOCTEPOUIHBIM
rOpMOHaM, LMKJIOCIOPUHY, MMMYHOTJOOynuHy. [lo3a
KOPTUKOCTEPOUTHBIX TOPMOHOB JOJIKHA OBITH BBICOKOM —
1—2 mr/kr B cyTku. Takyio 103y Ha3HAYaIOT Ha JUTUTEb-
HBII CPOK, 10 CTOMKOTO MCYE3HOBEHUS BCEX MPOSBICHUN
ITHII, a oTMeHa moykHa ObITh OYeHb MeaIeHHOoM. MMmeeT-
cs coobuieHre o (aTadpHOM OOOCTPEHUM 3a00JieBaHMUS
npu ObBICTPOM CHUXXEHUU J03bl IpeaHu3oa0oHa co 100 no
40 mr/cytku [26].

B nocnegHue roabl MOSIBUJIMCH COOOIIEHUsT 00 yc-
nenrHoM nedeHuu [THIT MmoHOKTOHANBHBIMU aHTUTETIAMU
(MKA) xk CD20 u CD52. Umeetcs coobiiieHUEe 00 yCIiel-
HOM MPUMEHEHUN COYETaHUSI CTEPOUTHBIX TOPMOHOB, LU -
KJIOCTIOpUHA U pUTykcuMaba (Mabtepsl) [27], a Takxke 00
ycrniertHoM JjieyeHuu [THIT y 6onbHoro XJIJI anemrysyma-
o6om (Campath —1H) [28]. MUcnonbzoBanne MKA tmipen-
CTaBJIsgeTCS Hambojee mepcreKTUuBHBIM B ieueHuu [THII,
MOCKOJIbKY MX IeMCTBME ONHOBPEMEHHO HAmNpaBleHO Ha
OITyXOJIEBBIE KJIETKM U HAa ayTOUMMYHHBIE MPOLIECCHI, pa3-
BUTHE KOTOPBIX 00YCJIOBJIEHO OTYXOJbIO.

B pycckosi3pluHOl nuTepaType HaMHW He HakjaeHOo
coobweHuit o pazputuu [1HII y remaTtonornyeckux 60ab-
HbIX. [IpuBonM cOOCTBEHHOE HAOIIOIEHHE.
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Puc. 3. Ilposeaenus cmomamuma

BomnbHoit C., 64 jet, OCTYIUI B OTAEIEHUE XUMUIO-
tepanuu remobmacto3oB POHLI wm. H.H. broxuna
PAMH B centsiope 2005 1. ¢ xXamobaMu Ha BbIpaKeHHbBIN
00JIE3HEHHBIN CTOMATUT U KOHBIOHKTUBUT, 11O MOBOY Ye-
ro oOpatujics B TOJUKJIMHUKY IO MECTY XUTEJbCTBA.
[Tpu obcnenoBaHuM ObLIM OOHAPYXKEHBI BHICOKUI JIEMKO-
LIUTO3 ¥ JUM@OILIMTO3, B CBSI3W C YeM OOJIbHOU OBLT Ha-
npasieH B POHILI.

IlepBble KIMHUYECKME TNpU3HAKU 3abojeBaHMs,
€O CJIOB 00OJIBHOTO, MOSIBUINCH 3—4 roja Ha3al, Koraa na-
LIMEHT BIepBble OOHAPYKUJ YBEJIUYECHUE IIEUHBIX U MO~
MBIIIEYHBIX JUM@POY3J0B, KOTOPbIE OYEHb IMOCTENEHHO
YBEJIMIMBAJINCh B pa3Mepax. 3a MEIMIMHCKONW MOMOIIIBIO
He obpamaics. [IpumepHo 3a 1 rox g0 mepBoro obdpaiie-
HUS K Bpady 3aMeTUJ M3MEHEHUsI B POTOBON MOJOCTU —
MOSIBJIEHUE TUIEPEMUPOBAHHBIX YUYACTKOB Ha CIM3UCTOMI
1IeK, KOTOpble CO BpeMeHeM cTaiu Oojie3HeHHbIMU. O~
HOBPEMEHHO IMOSIBUJICS HAJIET Ha SI3bIKE, TOCTETIEHHO pa3-
BUJINCh YTONIICHHE M OOJE3HEHHOCTh sS3bIKa. Bckope
B CBSI3U C MPOTPECCUPOBAHUEM CTOMATUTA IMOSIBUIUCH OT-
paHMYEeHUs] B MpUEMe MUIIU: OOJIbHON MOT €CTh TOJbKO
KUAKYIO oXJaxAeHHYyto nuily. HecMoTpst Ha HapacTaHue
CUMTOMOB CTOMAaTHMTa, K Bpady He oOpaiiajics, Oyaydu
YBEPEHHBIM B TOM, YTO y Hero umeercsi 3abojieBaHUE,
P KOTOPOM COBpEMEHHas MeIUIIMHA HE B COCTOSTHUM
nmomoyb. [locTeneHHo cranm Tepsith B Macce. CTOMATUT
MEeIJIEHHO, HO HEYKJIOHHO mporpeccupoBai. Yepe3 HeKO-
TOpPOE BpeMsl SI3bIK HACTOJIBKO YBEJIMYUIICS B 00bEME U3-3a
MOKPBIBABIIEr0 €ro KOpMYHEBATO-CEPOro HajeTa, YTo Mo-
SBUJIKCh 3aTPYAHEHUS B apTUKYJSLWHU, pedyb CTajla HEB-
HATHOMW. Dpo3WM Ha CIU3UCTONM IMEK YBEJIWUYMBAIUCH
B pa3Mepax U KOJIMYECTBE, PACITPOCTPAHUINCH Ha SI3BIYOK
U, CKOpee BCEro, Ha IJIOTKY M MUILEBOMI, MOCKOJbKY IMOs-
BUJach pe3Kasi 00Je3HEHHOCTh MpHU INoTaHUU. bosbHOI
ObLT BBIHYXXJEH 3HAYUTEJIbHO OTPAHUYUTH KOJUYECTBO
MPUHUMAEMOU MU U B TeUeHUE HECKOJbKUX MECSIIEB
motepsit okojio 20 K. B mociennue Hemenu mepen oopa-
meHueM B POHLL y 601bHOTO TTOSIBUJICS KOHBIOHKTUBMUT,
KOTOPBIN OBICTPO IPOTpecCUpoBaJ U Melladl 00JbHOMY
YUTaTh, YTO U 3aCTABUJO €ro OOpaTUThCS 3a BpauyeOHOI
MOMOIIbIO.

[Ipu mocTyniaeHUM cocTosiHhe OOJILHOTO CpenHeit
TSKECTU M3-3a OOJIE3HEHHOTO CTOMAaTHUTa M ClIabOCTH.
[Ipu ocMoTpe obpamiano Ha ceds BHUMaHUE 3HAUYUTENIb-

Puc. 4. ITy3vipu na koxce npasoeo bedpa

HOE YBEJIMYCHUE BCEX TPYIN MepudepruuecKux TumM@oys-
JIOB — B IIEMHBIX M IIEMHO-HAAKIIOUMYHBIX 00J1aCTIX
KOHIJIOMepaThl 10 6—8 cM B AuaMeTpe, TaKue e KOHIJIO-
MepaThl JUMGOY3J0B B 00eMX MOAMBIIICYHbIX 00JaCTIX,
B TMaXOBBIX 00JIACTAX — KOHTJIOMEpaThl JTUMMOY37I0B 10
4 cm B nuametpe. [leyeHb BbIcTynajla U3-1moj pedepHOro
Kpast Ha 3—4 cM, celle3eHKa TMaJbITMpoBaiach B Imoapede-
pbe B TIOJTOXEHUM Ha TIpaBoM 00Ky (puc. 1).

BHewmHuii BU1 60JIbHOTO cpa3y MO3BOJIUI TeMaToJI0-
ram 3anonao3puth y Hero [THIT Ha ocHOBaHUU UMEIOLIMX-
Cs ONMUCAHU, HECMOTPSI Ha TO YTO JO 3TOr0 HAOIIOACHUS
HaM He TIPUXOAUJIOCH CTAJKUBATHCS C TTOAOOHBIMU 0OJIb-
HbiMu. [Ipexe Bcero odpaian Ha ce0s1 BHUMaHUE KOHb-
IOHKTUBUT: CKJIEpbl 000MX TJIa3 SIPKO TUIIEPEMUPOBAHBI,
KaXyTcsl 3aJUTBIMU KPOBbIO, KOHBIOHKTHMBA OTeYHas,
pbIXJasi, MOKpbITa THOMHBIMU HaJlOXeHUAMU (puc. 2).
BoabHOI TOBOPUT C TpyaoM, pedb HeBHATHaA. KpacHas
KaiiMa Ty0 rurepeMHUpoBaHa, MOKPhITa TeMOPParudecKu-
MU KOpKaMH, oTeuHa. PoT oTKpeIBaeTcs ¢ TpymoMm. B mo-
JIOCTU pPTa — MHOXECTBEHHbIC SI3B€HHBIE M 3PO3UBHbBIC
nedeKTbl CIU3UCTON O00O0JT0YKHM, TOKPBIThIE THOWHBIMU
HaJOXEHUSIMU. SI3bIK 3HAUUTEIbHO YTOJIIEH, MTOKPHIT Iy-
CTBIM XEJITOBAaTO-CEPO-KOPUUHEBBIM HajeToM (puc. 3).

Ha cnenyrommii 1eHb TTOCe TTOCTYIJICHUST B KJITMHM -
Ky Ha KOX€ CIIMHBI, Ha TIJIeyaX ¥ BHYTPEHHUX ITOBEPXHO-

L002Z. |
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Puc. 5. Mukpockonuueckas kapmuna nopajcenus Koxcu

CTsAX Oenep MOSIBUIMCH OyJIJIe3HbIe BBICHITIAHUWS TTOJTyIIa-
POBUIHON (GOPMBI C OKPYTIBIMU OYEPTAaHUSIMU pa3Mepa-
mu ot 0,5 mo 2 cm B guameTtpe. [ly3bipu nmenu MyTHOBaA-
TO-CBETJIOE CONEPKUMOE, JeTKO CMafaluch MNPy HaAaBIU-
BaHuu (puc. 4).

AHanu3 KpoBu: reMorsiooud — 103 1/71, apuTporm-
el — 4,02 x 1012/1, TpoMOotuTEl — 448 x 109/1, neiiko-
uuthl — 350 x 109/1, cerMeHTOsIIEpHBIE HEUTPOPUILI —

1%, nponumdbouutet — 22%, numbouutet — 77%,
COD — 60 mm/4. O6mwuit 6emoxk — 72,2 r/n, JAI —
376 en/n.

MuenorpaMmMa: KOCTHBII MO3T KJIETOYHBII, Meraka-
PUONUTH — eNWHUYHBIC B ITperiapaTe, TPaHYJIOIUTAPHBII
poctok — 11%, spurpounHbiii poctok — 0,8%, aumdbo-
uuthl — 88,2%. UMMyHOJIOTHYECKOE UCCIeIOBAHUE KIIe-
TOK KOCTHOTO Mo3ra mnoarBepaujo auarHos B-XJIJI
(CD20+ — 58,7%, CDI9+CD23+ — 83,6%,
CD19+CD5+ — 86,6%). [lporHocTYecKK HebJaromnpu-
atHblil antured CD38 BoistBiieH B 15,5% kietok (o6uie-
MPUHSITAsI TPaHUIIA TTPOTHOCTUIECKON 3HAYMMOCTU TOTO
anturena — 20%).

PenTrenorpadusi opraHoB rpyaHO KJEeTKHU: OOHa-
PYXEHBI KpYMHbIe TUMGOY371bl B KOPHSIX JIETKUX, CPEIUH-
Hasi TeHb Ha YPOBHE BTOPbBIX pedep paciiuupeHa 10 8,7 cM.

V3U nepudepudeckux JUM@OY3I0B BBISIBUIO MX
yBeJIMUEHUE 10 6—8 cM B nuameTpe, B OPIOIIHON MOJIOC-
TH — KOHTJOMepaThl JuMbOy3JIoB pazMepamMu OT 7 10
14,8 cM B naumamerpe, pacroJaraloiiumecss Mo Xoay Moj-
B3JOLIHBIX COCYI0B U My(TOOOPa3HO MX OXBaThIBalOLIKE.
IleueHb y kpasi pebepHOUl ayru, ceje3eHKa UMEET OJHO-
POJIHYIO CTPYKTYpPY M pazmepsl 15,8 x 8,6 cm.

[lpy UTOTEHETMYECKOM WCCIEOBAHUU KOCTHO-
Mo3roBoro nyHkrata mMerogmoMm FISH oGHapykeHBI mene-
ums 13q B 90% xierok, neneuns 11q B 80% kieTok, nese-
mus 17p B 16% knetok. Kak usBectHo, aenerus 13q siBisi-
eTcsl OJaronpusTHeIM, a aenaeunust 11q — HebGiaronpusT-
HBIM TIPOTHOCTUYECKUM TTPU3HAKOM.

Koncynwramust nepmaromnora (mpod. H.C. [Toreka-
€B) MONTBepAuJa TMOMO3PEHNE TeMaTOJIOTOB O HAIMYUU
y 6oabHoro [THII. boia cnenana 6uomncus Koxu, Mopgho-
MMMYHOJIOTUYECKU I aHaIu3 OMOTTaTa BbISIBUI aKaHTOIU3
u omtoxeHuss IgG M KOMIUIEeMEHTa B MEXKJIETOUHOM
CKJIeMBAlOIIEeil CyOCTaHIINK IIMITOBATOTO CJIOSI SMUIEPMU -
ca (puc. 5).

Puc. 6. Brewnuii 6uo 601vH020 6 Hacmosiuwee epems

Beur HazHaueH mpemHuU30710H 1o 1 Mr/kr (80 Mr)
B cyTkH. [locTeneHHO B TeueHMe HEeu NCcUe3in Oyie3-
Hble U3MEHEHUs Ha KOXe, HO KapTUHA KOHBIOHKTUBUTA
U cTOMaTuTa He u3MeHusnach. Yepes 1 Hex mpoBeneHo Je-
yenue no cxeme R-COP (putykcumad — 700 mMr B 1-it
JICHb BHYTPUBEHHO KareJbHO, uUuKIodochaH 1o
600 Mr/cyT BHyTPUBEHHO B T€YEHUE 5 THEN, TPEIHU30JI0H
mo 80 Mr/cyT BHYTpPb MOCTOSIHHO). B pesymbrate aToro
Kypca COKPaTWJINCh pa3Mepbl TUMOOY3T0B, HECKOJIBHKO
YMEHBIIWIUCH MPOSIBIEHNS] KOHBIOHKTUBUTA (MEHEE BbI-
paxkeHHasi UHbEKIUs CKJIep, MEHbIIEe YTOJIIEeHUEe KOHb-
FIOHKTHBBI), HO 3aMETHOI Perpeccuy CTOMaTUTa He OTMe-
yajochk. He OblJI0 UIBMEHEHUU U B aHAM3€e KPOBU.

BonbHOIT monyyun emie 2 BBeAeHUST pUTyKcumaba
B MoHOpexuMe u emie 1 kypc R-COP. [Ipeagnu3onoH B 10-
3e 80 Mr/cyT 60JIbHOI TTOTy4Ya MOCTOSTHHO. OTHOBpPEMEH-
HO MPOBOAMIACH aHTUOAKTEpUaibHasl U MPOTUBOTPUOKO-
Basl Teparnusi B COOTBETCTBUM C YYBCTBUTEIBHOCTHIO (DI1O-
pBI, TTIOJTYYEeHHOU TIPU TTOceBaxX M3 MOJIOCTH PTa U MOKPO-
Tel. B pe3ynbrarte JiedeHUs KOJIUYECTBO JICWKOUMTOB
YMEHBLIMIOCH 10 34 x 109/, HO TMM@OLIUTEI TO-TIPEXKHE-
My cocTaBisiiu 90% GhopMEeHHBIX 3JIEMEHTOB KPOBH.

CocTossHUME OOJbHOTO YJYy4lllajJoCh OYE€Hb MEIJICH-
HO. B mepBylo ouyepenb Hayaad YMEHBINATHCS SIBJICHMSI
KOHBIOHKTUBUTA. [IposIBIeHUs] CTOMATUTa COXPaHSJINCH
NOJTbIIE, X YMEHBIIEHNEe HavaJloCh JUIIb Yepe3 1 Mec oT
Hayaa Teparnuu, mpu 3ToM 06e3 BUIUMBIX TPUINH HAOIIIO-
Jajcsl OAUH PELUANB C PE3KUM yCUJIeHUueM OoJieil, MmosB-
JIeHUEM MYYUTEJbHOTO UyBCTBA X KEHUSI B SI3bIKE U MOIb-
eMoM TemmnepaTypsl Teaa go 38° C.

Yepes 1,5 mec mociae nmoctyrieHus: 00JIbHOMY Ha-
3HaueH jelikepan o 10 Mr/cyT u B TedueHue 1 Hem TIpoBe-
NeHo 5 ceaHcoB razModunsTpanuu. B pesynsraTte cocto-
siHue 00JBHOTO 3aMETHO YJIYUIIWJIOCh, OCTaTOYHbIE SIBJIe-
HUSI KOHBIOHKTUBUTA MPAKTUUYECKU UCUYE3NIH, TOCTENEHHO
YMEHBIIVIUCH SIBJICHUSI CTOMAaTUTa, OJHAKO IOJHOCTHIO
OHM HE WCYE3JIM U KO BPEMEHU BBITTUCKM OOJBHOTO W3
KJIMHUKU, TJe OH MPOBEJ 2 Mec.

[Mocne BBIMUCKM W3 cTalMoOHapa JiedyeHue OOJbHOTO
MPOJOJIXKAIOCH ellle B TeYeHUE rojia — IMapaieNbHO YIyd-
LIEHUIO OOLIEro COCTOSIHUS, KAPTUHBI KPOBU U COCTOSIHUIO
IOJIOCTU PTa TOCTENeHHO CHUXKAJIMCh 03Bl JielKepaHa
U TIPETHU30JI0HA (1032 TTPETHU30JI0Ha OYEeHb MEIJIEHHO —
o 1/2 tabnerku Kaxable 3 mHs). JIumb B cepequHe MIONS
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2006 1. (uepe3 10 mec mocje Hayaja Teparuu) COCTOSTHHE
0OJILHOTO, KaK 10 eT0 COOCTBEHHOI OIIeHKE, TaK U IO OIeH-
Ke Jieyalux Bpayeil, MpU3HaAHO XOPOITUM: HET HUKAKUX Xa-
J100 ¥ MPOSIBJIEHUIA CTOMATUTA WIX KOHBIOHKTUBUTA, O0JIb-
HOI B XOpOLIEM TCUXOJOTMYeCKOM COCTOSIHUM, MPUOaBUII
HECKOJIBKO KMJIOTPaMMOB, aKTUBEeH (DU3NIECKU, Tieprudepu-
yeckue JUM@OyY3ibl He MNaJbMUPYIOTCS, KPOME OJHOTO
B MPaBOIi MTOAMBIIIIEYHOU 06J1acTu He O6ojee 1 cM B muamer-
pe. B HacTosiiiee BpeMst iedeHUs He rosrydaeT (puc. 6).

Ananu3 xkpoBu 13.09.2006: remorno6bun — 126 r/i,
sputpouutsl — 3,91 x 1012/1, TpomMGOUMUTBl —
170 x 109/n, nmeitkountsl — 5,1 x 109/, mamoukosmep-
Hble — 2%, cermeHTosiiepHbie — 54%, nuMGOUUTH —
38%, moHouuTel — 6%.

Muenorpamma 25.05.2006: MueI0KapUOLUTHI —
35000/MKJ1, rpaHyIoOUMTapHbINA pocTOK — 17,2%, 3puTpo-
UIHBIA pocToK — 53%, numbouutsl — 21,4%, npoanum-
dountsl — 6,8%.

PentreHorpacdus yserkux: MMpUHA CPEAUHHOW Te-
HU — 7 CM Ha ypOBHE BTOPBIX pedep.

06cymneHue

B nepBom onucanuu ITHIT G. Anhalt u coaBT. BbI-
eI ClAeAylole AUAarHOCTUYEeCKUEe MPU3HAKU 3TOTO
3a00JIeBaHUS:

— 0O0JIE3HEHHbIE 3PO3UHU CAUZUCTBIX 000T0YEK U MO~
TUMOpPGdHBIE TTOpakeHUsT KOXU;

— HaJIW4ue TUCTOJOTMYECKUX MPU3HAKOB BHYTPHU-
SMUAepMaIbHOTO aKaHTOJM3a, OUCKepaTo3a M Boclaje-
HUSI MEXYTOUHBIX CJI0€B KOXWU;

— oOHapyxXeHue Npu UMMYHOGDIOOPECIEHTHOM
KUCCEJOBAHUU OTJOXEHUU B MEXKJIETOUYHOM MPOCTPaAH-
ctBe IgG, nHOTIa C OMHOBPEMEHHBIM OTJIOKEHUEM KOMII-
JIeMeHTa B 6a3aJIbHOM CJI0€ KJIETOYHBIX MEMOpaH;

— oOHapyxXeHue B ChIBOPOTKE aHTUTEN K JAECMOIl-
JIaKVHY, 9HBOIJIAKUHY, TePUTITIaKUHY.

B nanbHeitiieM, ogHako, ObLIO MMOKa3aHO, YTO HeE
Bcerna npu HecoMHeHHOM nuarHo3e [THIT mMmerorcs Bce
yKa3aHHbBIEe TIPU3HAKH.

[Mpexne Bcero, rucTogornyeckas KapTuHa He Bceraa
oaHooOpa3Ha. bosiee Toro, TMNUYHLBIE MPU3HAKU HEPEIKO
0oOHapyXMUBaIOTCS JIMIIb MPU MOBTOPHOW OMOTICUU pa3-
JIMIHBIX YIaCTKOB KOXU [26]. B HEKOTOPHBIX CTIydasx B Cbl-
BOPOTKE OTCYTCTBYIOT aHTHUTEJIA K IECMOTJIEUHY U IPYTUM
O6enkam, oObI9HO oOHapyxkuBaembiM Tipu [THIT [29]. Taxk,
ObLIM onucaHbl HecoMHeHHble ciaydau [THII, npu koto-
pbIX He ObLIM OOHApPYXeHbI aHTUTEa K JecMoruenny [30].
[TonoOHbIe HabMOAEHUST CTaIM MPUIMHON TOTO, YTO YK€
Bckope mnocje neporo onucanus [THIT nuarHoctuue-
ckue KpuTepuu 3abojieBaHUS OBLIM TEPECMOTPEHBI
C. Camisa u T. Helm. OHu pa3nenuiad M3BECTHBIC CHUM-
nrombl [THIT Ha 2 Kareropuu, BBIIEJIUB IO 3HAYUMOCTH
OoJsibllIME M MaJsible NMarHOCTUYeCKHUe MpU3Haku. bosb-
e MPU3HAKM BKIIOYAIOT MOJIUMOPGHBIE MOPaXEeHMUS
KOXHU U CJIU3UCTBIX 000J04YeEK, HATUUKUE COMYTCTBYIOLIETO
OHKOJIOTMYECKOro 3a00JieBaHUSI U OOHapyXeHue Crelu-
(bryecknx aHTUTEN B CBIBOPOTKE; Majibie — OOHapyXeHue
aKaHTOJIN3a MPU TUCTOJOTMYECKOM UCCIEI0BAHUN, BbISIB-
neHue otaoxeHuit IgG ¢ nnam 0e3 KoMIJieMeHTa Ha Oa-
3aJIbHOM MeMOpaHe KepaTOLMTOB U OOHapyXEeHHUE aHTH-
TeJl K KOXHBIM OeJIKaM B CBIBOPOTKE. ABTOPHI MIEPECMOT-
PEHHBIX TMAaTHOCTUYECKUX KPUTEPUEB CUMTAIOT, UTO IS
nuarno3a [THIT gocraTouHo Hanu4us Tpex OOJbIINUX MPU-
3HAKOB WU ABYX OOJBIINX U ABYX MasibIx [29].

B Hamem HaG01eHUY Y O0JILHOTO MPUCYTCTBOBAIN
2 0ONBIINX OMArHOCTUYCCKUX IMpPU3HAKa — ITOJUMOpd-
HbIC TOpaXkKeHUsI KOXM (ISATHA, IMYy3bIPpU) U CIU3UCTHIX
0007104€eK (3p03uHu, 3Bbl1) y 60abHOTO ¢ XJIJI 11 2 ManbIx —
aKaHTOJM3 U oTyoXeHUus IgG u KoMILIeMeHTa B MEXKJIe-
TOYHBIX MPOCTpaHCTBaX anuaepMuca. Ciemayer momauepK-
HYTb, UTO y Halllero OOJbHOro OblIa HACTOJBKO spKas
KJIMHWYECKass KapTUHa 3a00JIeBaHUSI ¢ OTMEYaeMOU Ipu
3TOM 3a00JIeBaHUU BCEMM aBTOPAMU 0YEPEIHOCTHIO MOSB-
JICHUSI TOpaxkeHUsI CAM3UCTBIX M KOXH, YTO COMHEHUIA
B IMArHO3€ He ObLIO ellle M0 MOoJyYeHUs Pe3yJbTaTOB I'Mc-
TOJIOTMYECKOTO U MMMYHOJOTMYECKOTO HCCIIeIOBaHUSI.
Y. Kaplan u coasr. [21] yka3biBaioT, 4T0 y 45% GOJIBHBIX,
MOIPOOHBIE TaHHBIC O KOTOPHIX OMYOJIMKOBAHBI, IIEPBBIM
npuszHakoMm pazsuBatoueiics [THII 6bl10 mosiBieHue u3o-
JIMPOBAHHOTO SI3BEHHOTO CTOMATUTa, KaK 3TO UMEJIO MeC-
TO U y Hallero 6ojbHoro. XapakrepHbiMm s [THIT siBsi-
eTCsI IPOrpeccupoBaHUe CTOMATUTA C PACIPOCTPpaHEHUEM
Ha TyOBbI, SI3BIYOK U TJIOTKY, HECMOTPSI Ha MECTHOE Jieue-
HUE, 4YTO TakKxXe HaOJomaaoch y Hallero OOJbHOTO.
[Tpu ITHIT Tunu4YHbBIM SBASIETCS HAaJUMYUE TOJBKO Mopa-
XKEHUSsI Iy0 U CIIM3UCTON 000JT0YKU POTOBOI MOJOCTHU B TE-
YeHMEe MECSIIEB U JIMIIb 3aTeM IOSIBJICHUE U3MEHEHU I KO-
K1. DTOT MPU3HAK TaKKe MPUCYTCTBOBAI Y HAIIero 60Jb-
HoTro. Pa3zBUTHE KOHBIOHKTUBUTA BCJIE 32 CTOMAaTUTOM —
takxxe TunuuHbil npusHak [MHII. K coxanenuio, B Ha-
1meM HabJoIeHUN He ObLIO MCClIeNOBAaHO HAaIU4ue aHTU-
TeJ K OeJKaM KOXH B CBIBOPOTKE KPOBU, OJHAKO BCS KJIH-
HUYecKas KapTMHa W IMHAMMKa Ipollecca, a TakKe uMme-
IOIIMECS UMMYHOTHCTOJIOTUYECKHE TaHHbBIE HE OCTABIISIOT
COMHEHUI B €TO MPUPOJIE.

Bo3moxHo, mpu 6ojiee aKTUBHOM JICUCHUU OCHOB-
HOro 3aboJieBaHMs KOXHBIE MOpakeHUs MCYe3Ju Obl
paHblie. Mbl, OHAKO, OoTlacajJuch Ha3HaYeHUs OoJiee ak-
TUBHBIX cXeM Tepanuu, HanpuMep cxembl RFC (putykcu-
Mab, dpaymapadbuH, uukiaodocdaH), MOCKOIbKY MMEETCS
HabmoaeHue, B koropom [THIT pazBunacek nociie jedyeHUst
6oabHOTO XJIJI hirymapaburom [23].

Kak mn3BecTHO, KOoXHBIe n3MeHeHMs npu XJIJI He-
peaku. Haubosice yacTo BCTpeyaloTcsl repreTuyeckue
nopaxeHust (herpes zoster) U JJIUTEJbHO CYIIECTBYIOILINE
rmamnyJjie3Hble 00pa30BaHUs TOCJIE YKYCOB KOMapoB WJIU
myesi, KOTOpble MHOT/Ia U3BS3BISIIOTCS B pe3yabTaTe Mpu-
coenmHeHNUsT MHpekuuu. OMuUcaHbl Takxke cremupude-
CKHue TopaXkeHUs KOXHU, TMpeAcTaBISIOIIME COOON WH-
bunwsrpathl U3 MoHoMOphHBIX CD19+CD5+ B-numdo-
uutoB [31]. Bce »TM mopaxeHus, OAHAKO, HE HUMEIOT
CXONICTBA C BSUTBIMU ITY3BIPSIMU DPa3JIMIHBIX Pa3MEpOB
C MYTHOBATBIM CONEPKUMBIM 0e3 MPU3HAKOB BOCITATICHUS
oKpyXaloueit Koxu, kKotopble XapakTepHbl mnas [THII
U KOTOpbIe HaOMI0AanKCh Y Hallero 6oibHOro. Hakonerr,
yIy4YlIeHHEe M TOCTENeHHOE HMCYE3HOBEHME MPU3HAKOB
MopaxkeHUsI KOXU U CIU3UCTBIX MOJ BAUSHUEM UMMYHO-
CYTNIPECCUBHOM M IIUTOCTATUYECKOW Tepariuy XapaKTePHBI
st TTHIT.

Crnenyet moguepkHyTh, uto [THII siBAsgeTCS penkum
3a0oieBaHueM. O4eBUIHO, B CBSI3U C 3TUM B OOJIBILINH-
CTBE PYKOBOJCTB O HEM MJIM HE YIIOMMHAETCsI, WJIN yIO-
MUHaeTCs BCKOJIb3b. JIMIIb B OJHOM PYKOBOICTBE, MO-
cBiameHHoM XJIJI, Mbl HaumiM npekpacHoe OMucaHue
kanHuueckoil kaptunel [THII, cnemannoe T. Hamblin
|32], 4TO M MOMOTJIO HAM B IMOCTAaHOBKE NMarHo3a y Ha-
1IeTo MalueHTa.
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B GonbiminHcTBe onucaHHbix ciaydaeB [THIT oka3bl-
Bajach (patajibHbIM 3a00JieBaHUEM, U OOJIbHbIE MOrndaIu
B TEUCHME HECKOJbKUX MECSLEB — roaa, Kak MpaBuiio,
OT TIPOTPECCUPYIOIIEH JIETOYHOW HENOCTATOYHOCTU WU
OT MPUCOEANHEHUSI UHGEKIIMOHHBIX OCJIOKHEHU B CBSI3U
C IJIMTEJIbHOW MMMYHOCYINPECCUBHOI Tepanueit. Jluiib
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