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NPU MAPAHEOMJIACTUYECKMX
HEBPOJIOTMYECKUX CUHAPOMAX:
NOAOCTPASl AETEHEPALIUS MO3)XKEYKA
C AHTUTEJIAMU NPOTUB KJETOK
[NYPKUHBE (PCA-1)
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Pestome, IIpeacrasnsierca kmunnueckoe HabmIOgCHIE TNIONOCTPOH MOBKEUKOBOH aTaKCHEl, COMPOBOXAAIOMIEHCS SH-
uedanoMHeNnononnHeBponaTeil y 6onbHOH ¢ YAQJIEHHBIMH 10OPOKAYECTBEHHBIME OMYXOIIMH MONOYHBIX JKEJIC3 1 Y-
HHUKOB B aHamHe3e. Y GONBbHOH METONOM Henpamoil MMMYHO(IIOOpeCUeHLIHH ObUTH 0OHAPYIKCHBI AHTHTENA K KICTKAM
[lypkunbe 1 Tuna (PCA-1), uto ykassiBaer Ha MapaHCOMIACTHYECKY IO IPUPOTY HEBPOIOTHYECKOTO MOpaskeHus. O6cyK-
A4CTCR ayTOMMMYHHAs IPUPOIA MAPaHEOMNACTHIECKUX CHHAPOMOB H POJIb AHTHTEN B Pa3BHTHU MOPAXKEHHUSI HEPBHOI
CHCTEMBI.

Kwouesvie croea: lapaneonaacmuueckue CUNTPOMDBL, QYMOGUMUMENA, AHMUMENA K KAETKAM Hypxunve, dezenepayus
MO3MCEUKA.

Lapin S.V.Shuleshova N.V., Skoromets A.A., Totolian A.A.

SUBACUTE PARANEOPLASTIC CEREBELLAR DEGENERATION IN PATIENT WITH PURKINJE

CELL ANTIBODIES (PCA-1)

Abstract. We present a clinical case of subacute cerebellar degeneration and encephalomyelopolyneuropathy in patient
with previously resected benign breast and ovarian tumors. Purkinje cell antibodies (PCA-1) were found in high titre
1:3200 suggesting parancoplastic disease. Autoimmune nature of paraneoplastic neurological syndromes and pathogenetic
role of autoantibodies are discussed. (Med.Immunol., 2000, vol.2, N 4, pp 439-446)

Brisisrenue atoit pasHoBuanocTH ayroaHTHTeNn B
KJIUHUKE [IOMOTAET YCTaHOBUTh NIPHUHMHY Pa3BUTHS He-
BPOJIOTHYECKHX HapyIIeHHH Y HesCHOTo 60JIbHOTO MK
NOATBEPAUTh MTAPaHEOTIACTHYCCKYIO TPUPO/LY HEBPO-
JIOTUYECKOTO TTOPa’keHUsT ¥ OHKOJOTHYECKOTO GOJIbHO-
ro. AHTHTeJIa He SABJIAIOTCS Oy XOJeBBIMH TPOLYKTAMH,
TaKkHM 06pa3oM MX HeJTb3sl Ha3BaTh oHKoMapkepamy. [Ta-
PaHeomIacTHYeCKHe aHTHTEa OTHOCUTENIBHO PeiKo
BCTPEYAIOTCS NMPH 00CTIe0BaHUH faske GOTbIINX KOH-
THHIEHTOB GOJILHBIX C OITYXOJIAMH, HAIIPHMED, TOJIbKO

BBeneHve

AHTHHeHPOHa/IbHblEe aHTUTeA TIPEICTABISIOT cobojt
crienuduieckye IMarHOCTHIECKHe MapKepbl [TApaHeo-
JIACTHYECKOT0 Mpolecca y 60MbHBIX ¢ HEBPOJIOTHYECKH -
MU HapylIeHHSIMU. ITO OpraHocieinHIeCKUC ayToaH-
THTeJIa, IIUPKYJHDYIOT B KPOBM H CITHHHOMO3TOBOMH
KHAKOCTH GOJIBHBIX ¢ HEBPOJOTHYECKON MaToNorieil
pasBuBlIelica Ha poHe OHKOIOrHYecKoTo 3a60/1eBaHig

[1,2,22].
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B 2,5% cityqaeB us Gonee yem 200 6OJIbHbIX ¢ MEIKO-
KJI€TOUHOI KapUHHOMOI JIeTKHX, pake, IPH KOTOPOM
IaDaHeONIaCTUYECKHE CHHIPOMBI BCTPEYAIOTCS C HAaH-
6oblreit yacToToit [26]. D10 He M03BOASET NPUMEHSTh
UX 1151 1a6GOPaTOPHOIT AUATHOCTHKY omyxoseit. Bmecre
C TeM, PU TaPAHEOIIACTHYECKOM JTUMOHYeCKOM DHIe-
(bannTe BBIABIAEMOCTD NAPAHEOTLIACTHYECKIX aHTUTE)T
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cocTasiseT 6osee 60%, 1 9MCITO OMUCHIBAEMBIX 1apa-
HEOIIACTHUECKUX aHTHTEN OCTOSHHO YBEeIHIHBAETCSH
[16]. K HacTostiieMy BpeMeHH OITUCaHO MOpsIAKa 15 pas-
HOBHHOCTe ayTOAHTHTeJI, TOCTOSTHHO BCTPEYAIOINX-
¢s1 MIPU TIapaHeoIIacTHYECKUX HEBPOJOTHYECKNX pac-
crpoticrax (Taba. 1).

AyTonMMyHHas TIpUPO/la MapaHeolIacTHIEeCKIX
Hel{poraThii cCUUTAeTCsl YCTAHOBJIEHHBIM daxrom [9],
1 60JIBIIMECTBO ITApaHeoNTACTHIECKUX TTPOLECCOB CO-
IPOBOKAAIOTCS NTOABJIEHHEM ayTOAHTUTEL. [Tapaneon-
JlacTHYecKie aHTHUTea CIyKaT MapKepaMu ayTOMM-
MYHHOTO [polecca HHAYIHPOBAHHOTO ONYXOJIbIO, UTO
POJAHUT UX C AHTUTEJaMU IIPY ayTOMMMYHHBIX 3abo-
JIEBAHUAX.

Poub aTHX aHTHTes B TaToreHese rapaleolliacti-
YeCKHX CHHPOMOB HEOJHO3HauHa. EciH maToreHeTi-
yecKas PoJIb aHTHTEJ K MOTEHI[HAJ 3aBUCHMDIM KaJlb-
[[1eBLIM KaHa/laM B Pa3BUTHM MHACTEHUIECKOIO CHIL-
poma JlambGepTra-FTona cuntaercs nokasanHoft [19], To
11pu 60T IIMHCTBE 3a601eBaHMi ay TOAHTH T ABJISIOT-
cs1 JIMUTb MapkepaMi ayToMMMYHHOro mpouecca. Tak,
OTCYTCTBHE [TAPaHEOIIACTHIECKHX aHTUTET Y 6OJIBHBIX
¢ HEBPOJIOTUYECKMMH CUMIITOMAMHU, XapaKTePHLIMH 15
apaHeoIIaCTHYeCKOTo MPOLecca, He HCKIIoacT Toj-
nexaeit onyxouu [20]. B To ke BpeMs HHOT/A BbIAB-
JISIOTCS BBICOKHE THTPBHI HEHpOHATbHBIX aHTHTET ¥
GOIBHBIX PaKoM, 110 6e3 HeBPOJIOTHYECKIX CHMIITOMOB
[14,21]. XoTs B mTepaType UMEIOTCA yKa3aHus Ha 110~
SBJICHYE IAPAHEOTJIACTHYECKHX AHTUTEN B JIHKBODE 71,
B COOTBETCTBHM C HALIMMU HAOMIONEHHAMU TIPH HOP-
MaJIBHBIX TapaMeTpax MPOHUIAeMOCTH reMaTosHIeda-
sudeckoro Oapbepa aHTHHEHpPOHATbHbIE aHTHTEA B
JIMKBOpE He OOHAPYKMBAKOTCS.

[apaneomnacTHueckas MOAOCTPast JAereHeparid
MO3KEUKa Y G0MBHBIX ¢ METKOKIETOUHOH KapLHIOMOi
JIErKOTO KJIMHHUECKH HeOTIMYNMA OT aTakeHH y 6071b-
HBIX PAKOM TPY/H 1 SHUHHUKOB, XOTS aHTUTEJa K KJIEeT-
xam [TypKuHbe HMEIOTCS b Y NOCAeHell KaTero-
pun 6oabHbIx [17]. B ciy4ae mapaHeonIacTHIECKOIO
AUM6IYecKoro sHIedanInTa MoryT o0Hapy KHBaTbhCs
pA3/MYHBIC THIIBI AHTHHCIPOHATLHBIX aHTHTEL AHTH
Hu-1 u anTi Ma-1 BcTpevaioTcsi y O0JBHBIX ¢ MEJIKO-
KJIeTouHOl KapunHoMmoii serkoro, a antu-Ta (Ma-2)
OTMEUAITCS HCKIIOUUTEIBHO Y OOJIBHBIX PAaKOM SHY-
ka [16]. CyiuiecTBYIOT aHTHHEPOHAIbHDIE aHTHUTEA,
BCTPEYAIOTHeCs] TOJIBKO IIPH MEJIKOKJIETOYHON Kapliu-
HOMe JIETKOTO, HO PasfiyuHLIX HEBPOJOTHYECKHX CUH-
apomax. Tak, HeZlaBHO OTKPBITbIE AHTHTe/Ia K KJICTKaM
[yprunbe 2 tuna (PCA-2) 06HAPyKUBAIOTCS TTPH JIAM-
HuueckoM amedauTe, epede/IAPHOI aTaKCHH, CHH-
npoMe Jlambepra-tona n nepudepudeckoi Heliporna-
tuu {27].

B paze skcueprMeHTaIbHBIX HCCAA0BAHHIT, TTOCBA-
IEHHBIX TIOTbITKAM BOCIIPOU3BENEHNA KINHHIECKOil
CHMIITOMATHKH MO3KEUKOBOH aTaKCUHU y JJaAGOPATOPHBIX
JKMBOTHBIX ITyTeM I1acCHBHOI Yo-1 MMMyHH3alUK aH-
TUTEHOM MJIU TIEpeHOCOM aKTHBUPOBAHHDIX i1 Vitro MO~

HoHykJeapoB GosmbHoro SCID MpIlaM, 6BLJI0 TI0Ka3aHO
OTCYTCTBUE MOpaXkeHUsI HEPBHOMH CHCTEMBI HECMOTPS Ha
MOSBJIEHME BBICOKIX THTPOB QHTHHEHPOHAJIBHDIX aHTH-
ren [23,24]. Taxum o6pa3oM, mapaHeorlacTHYeCKHE
AHTHTE/]a JUNIb XapaKTepPU3YIOT 0cOOBIl MMMYHHBIH
OTBET Ha OMyXOJIb, CBSI3AHHbIH ¢ pasBUTHEM KapTHUHBI
nopavkenus HepBHOIt cicTembl. [To MHenmIo 601bIIKH-
¢TBa HcceoBatesieil, 0CCHOBHAA NPUYMHA Pa3BUTHSA He-
BPOJIOTMYECKOT0 [TOPaKEHIS 3aKII09aeTCs B KIETOTHOM
FIMMYHHOM OTBETE, O/[HAKO €r0 [apaMeTphl IpaKkTHiec-
xu He usyyenbl [19]. Hegapho 6biia 1okasata epeuc-
TeHI HeflpoH-CITeHHMUIECKIX ayTOarPeCCUBHBIX T-
JMMGOIUTOB B KPOBH U CIIHHHO-MO3IOBO# KUJIKOCTH Y
GOMBHBIX € TAPAHEONAACTHIECKOH MO3KEIKOBOM aTaK-
cueit [5]. TIpn ayrorncusx obnapyKuBaeTcs CeIeKTHB-
11as JlereHepailus HelpoHOB MO3JKeUKa U JIOKaIbHasl
pocraauTe bIIasd HHGHUIbTPAIKS, IIpe/IcTaBlIeH Hast Hpe-
uMmyiecTBenHo CD8* HHTOTOKCHYECKNMIT IMMPOLUTA-
mu [12].

[TpoucxokAeHHe TapalconIacTHYeCknX aHTHTe
06DsICHAETCS POTHBOOIIYX0/IEBbIM MMMYHHBIM OTBE-
TOM C [epeKpecTHON MMMYHOPEaKTHBHOCTHIO [13].
TIpeamonaraercs, YTO OMYXO0JIb IKCIPECCHPYET HETH-
IMIHBLH VTS IaHHOM TKAaHM “OHKOHeHPOHaIbHBIA™ aH-
THTEH, KOTOPBIi B HOpMe IPUCYTCTBYET HCKIIOUATENDb-
HOB B HepBHOII TKaHH, IM60 OHKOJIOTHYECKHI NIPOLIECC
MPHBOANT K Ay TOMMMYHHMBAIMY 1 Pa3BUTHIO OTBETA HA
HelfpoHasIblible aHTHTeHbl. [IpuMepoM TepeKpecTHOro
MMMYHHOTO OTBeTa Y 60JILHBIX C OTYX0JIbI0 MOXKET CIIY -
JKUTb PA3BUTHE MUACTEHHH Y OOJBHBIX ¢ THMOMOI.
VIMMyHHBIH OTBET Ha MUODIHTENIHAIbHDIE [JIETKI TH-
Myca B COCTaBe THMOMBI IPUBOJIUT K TIOSBJICHHIO aHTH -
TeJI, HallpaBJEHHbBIX HA KOMIIOHEHTDI MbILIEYHDBIX BOJIO-
KOH W pa3BUTHIO MuacTeHun [8).

K/IHHIKa TapaHeoI1acTHUeCKUX HEBPOJIOTHIECKHX
CHHAPOMOB Upe3BbIyaiiHo pasnoobpasHa, Tak Kak He-
pBHAS 1 HEPBHO-MBILIEUHast CUCTEMBI MOTYT IOPaKaTh-
ca Ha Jo6oM yposHe. OcobyIo c1oxkHocTb Autst fudde-
penmlanbuoﬁ JHATHOCTHKH Hpel{CTaBJIHIOT AereHepa-
THBHBIE TPOIECCDHl B IENTPATLHON HEPBHOI cucTeMe,
JMArHOCTHKA KOTOPBIX 0COOEHHO clloKHa. BrissieHe
AHTUHeHPOHAABHBIX AHTUTEJT, ABJSIOLIMXCA MapKepaMu
IapaHeonIACTIHYECKUX CHHPOMOB I03BOJISET yTOYHUTD
9THOJIOTHIO TOPaKeHUs LEHTPaIbHOA HEPBHOH CHCTE-
MBI, HEpEJIKO elile 0 KIMHnIecKkoil ManudecTalnu omy-
xoJiesoro npotecca [11]. KpoMe mojrBep:kAeHN Anar-
HO3a MapaHeoNIacTHUeCKOro CUHAPOMA BhIABJIECHNE
OTpeeNeHHOr0 THIIA AHTUTE/I [I03BOJIAET TIPEIoI0-
HKUTH JOKAJIU3AIMIO ONYX0IH U NpeJcKa3arh HeBPOJo-
THYECKYIO CUMIITOMATHKY.

Martepuarbl U METOAbI

JIs AMATHOCTUMKK TapaHeoITacTHYeCKUX CHHAPO-
MOB HaMH Oblia paspaboTaHa CUCTEMa BbIsIBJICHHUSA aH-
THHEHPOHATBHBIX AaHTHUTEN B ChIBOPOTKE KPOBH 60J1b-
HbIX. Flamu GbUT HCII0/Ib30BaH METO HENIPAMOM MMy -
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PCA-1 npu

()eeeHepauuu MO32ACeUKA

Tabn. 1. AHTUTENIA NPW NAPAHEON/IACTUYECKMX HEBPONOTMYECKMX CMHAPOMAX

Anturena

Hesponoruueckoe nopaxerue

Knurmndeckue veptol

®opma HoBOOGpa3oBaHMS

Matomopdonorus

ArTU-amMPUU3NH,
AnTn-GADBS5,
1A2a

CuHOpoM puruasoro 4enosexa

Xpomqecxaq PUrMBHOCTD,
HaKNOHHOCTL K Cnasmam

MenkoKneTo4Helil pak Rerkoro

llererepauvs kietok Peiinwoy
B CMWHHOM Mo3re

AHTY —peKoBEpUH

ferexepaums cetyaTku
1 doTopeuenTopos

beabonesneHHoe CHuxeHue
3pesa BNNOTL A0 CRENOTHLI

MenkokneTouHbili pak nerkoro,
PEAKO paK ek MaTku

MoTeps nanouek u konGoyex,
MHOUALTPAUMA CETYATKM

Aitv CV2 (POPS6)

UepebennsipHas atakcus,
NMMBUYECKUA aHLEDanUT,
SHUedanommenut,

cunapom Slambepta —Wrona

Pa3noo6pa3Hb

MenkokneTouRsiit pak nerkoro,
paK cpefocTenus, capkoma
Marku, TUMOMa

Hesput ¢ ayTouMmyHHOI
peakuueid B OTHOLWEHUN
ONUrofIeHAPOr N

unu Autu-Nova-1,-2

MO3XeHKoBast atakcus
M BO3MOXHA 3HUedanonatvus

OPOHXOreHHbIA pak

PCA-1 (Yo-1) MopocTpas aerexepauna Mo3xeukoeas atakcus, MenkokneTouRsiit pax nerxoro, Toteps kneTok MypkuHbe
MO3XeuKa m3apTpus PaK IMMHVKOB U MOMIOYHOM
Xenesbi, Goneaub XoaxkuHa
PCA-2 Jlambuyeckuit aHuedanur, Pastoo6paztbt MenkokneTouHeiit pak nerkoro Pasroobpasta
noAocTpas AereHepaums
MO3XE4Ka , CUHAPOM
Jlambepra Wrona
Axti ~Tr-1 TNognoctpas Aerexepauus Mo3sxeyxoBas arakcus, Jinmdorparynomaroa Pa3nooBpasta
MO3XeuKa Au3apTpus
ANNA-2 (Ri} OncoknoHyC-MUOKIOHYC “Tanuyioume” rnasa u crons, Helipobnactoma, Y B3pocnblx, AerexHepaums

3yByaroro sgpa

TONOBOKPYXEHUe, arakcus,
av3aptpua, pucdarvs

Arti Ma-1 UepeGennapran peredepauns | Creonosbie, MO3Xe4KoBbIE Pak rpyau, ToncToii kuwku v | Floteps knetok IMypxuHbe u
1 MMaCTEeHus CUHAPOMBI, AMcdarus, KapLMHOMa NIerkoro LMCTPOUA TKaHK MO3Xeyka
MOTOpHaR cnabocTs
ANNA-1 (Hu) JlumBueckuin HUedanUT BoabyxaeHue, cnyranHoe MenkoxneTtouHblit pak nerkoro, | M6ens HEPOHOB, F03
+HedAponatus CO3HaHUe, aMHe3ns, PaK AMYHUAKOB U ApYrue B MEVanbHbiX OTAenax
CONPOBOXAAOLLAACA bopmbl paka BUCOYHO!A [ONM, NMMGU4ECKON
ReMeHuen CUCTeME, MepUBACcKYNApHas 1
MEHVHreanbhast MHOUNbTpaLus
Arv Ma-2 (Ta-1) DoxanbHbiii 3HUedanuT Huctarm, aunnonus, Pak sinika Tnbenb HeipoHos cTsona

Mo3ra

AuTv ~radrnvosun GM-1 1
apyrve raukodoconmnugsl

OcTpuiit AemMuenHUanpyIoLLmi
Hespur (Muitena-Bappe),
XPOHUYECKaA BOCTIANTENbHAS

Bocxonsiwme napanuyu,
apednexcus, BO3MOXHa
BOCXOARILAA NOTEpA

BoneaHb XopxkuHa, pak
Nerkoro, MOMIOYHOR Xenesbl,
Xenyska, numdoma, Muenoma

CermenTapHas fiemuennsaups
BOCNaNEH1e Neprdepuyeckinx
HEpBOB

NeMAeNMHN3MPYIOLLan HYBCTBUTEALHOCTH, BbICOKHH
nonuHeAponaTus yposeHb Genka B CMX
AHTUMUWenMHOBbIE akTUTENa | Heitponatus XpoHUyeckas, MOXET BbiTb Muenoma, To xe, 4T0 NpU OCTPOM
C napanpoTtenHemueit NPENMYLLIECTBEHHO CEHCOPHORA | OCTEOCKNepoTMYeCcKasn JEMUENMHU3NPYIOLLEM
WM MOTOPHOIA Muenoma HeBpuTe

AHTUHElipOHaNbHbIe aHTUTENa*

CericomoTopHas Heltponatus

MNapeswt u noteps
YYBCTBUTENSHOCTH

B [UCTALHBIX OTEnax
KOHE4HoCTEM!

MenkokneTouHbi pak nerkoro
¥ [pyrvie onyxonu

AxcoxonaTus, Hekotopas
CErMEHTapHas AAEMUENMH13aLmus

At —VGCC {notenyman
33BUCHMBIE KATbLMEBLIE
KaHanst 1/Q tuna)

MuacTenndeckuit cuHapom
Jlambepra-UTona

CnabocTb NpoKCMManbHbIX
OTAEN0B KOHEYHOCTEH,
YTOMASIEMOCTb, CYXOCTb BO PTY,
BO3MOXEH NT03

MenkokneTouHsit pax nerkoro,
ONYXONW MONOYHOM Xenesbi,
NpOCTaThl, XenyaKka

Paspylerue akTviBHbIX 30H
NPECUHANTUYECKUX TEPMUHANEH

MbilliLiam

NT03, ANAONKA

Anti —VGKC (noteHuman HelipomuoToHus Hapywenue paccriabnexus Menkoknetounbii pak MbitueyHbie  atpodum
3ABUCMMbIE KA/MEBLIE KAHAHI) MbiLLIL, NOCME COKPaLLEgHMS, Nerkoro

CO BPEMEHeM  aTpoduueckuii

npowece
AHTUTEna K CKENETHBIM MuacTenus CnaBocTb, yromasemocts, Tumoma Pa3pywenue cknanok

MOCTCHHANTU4ECKOI MeMOpaHbl

* ayToaHTUTena, pearvpyiouwme B MMMYHO(MIOOPECUEHTHOM TecTe, HO C HeonpepeneHHoN KNeTOMHON MULLIEHBIO.
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HouIoopeciieHny, paspaboTanublit KyHcoM (Coons)
1 Kanarom (Kaplan) B 1950 roay [10], u Hepeaxo Ha-
sbiBaeMbiit MetogoM KyHca, OCHOBHBIM BHIOM 6100
HYecKOTo MaTepyala CIyKHUT ChIBOPOTKA KPOBU 00JIb-
HOTO, HO MOXeT ObITh 0OcJIeloBaHa U CITMHHO-MO3roBasd
KUIKOCTb.

B xadecTBe cybeTpara peakilMy MCIIOIb30BaJach
TKaHb MO3KeUKa, OJIyYeHHas B Pe3yJibTaTe ayTOICHH
yesjoBeka ¢ I(0) rpyminoit KpOBH, YTO MO3BOJIAJIO0 yMEHb-
uTh Hecrennduyeckoe B3auMoselicTre. Bee Tkare-
Bble MPENapaThl THATEIbHO OTMbIBAIHCH (pocaTHO-
conesbiM 6ydeponm (pH=7,2; 0,01 MMoIb/J1) 1t 3aMOpa-
JKMBATNCD B JKMAKOM a3oTe. Kpuocpessl U3TOTOBIAIOT-
¢S TI0 CTAHAAPTHOI METONVKE TOJIIMHON OT 5 MKM Ha
crex/1ax, 06paboTaHHBIX 110 MeToay XeH1epcoHa ¢ npu-
MeHeHMeM amyuHoaTkuacuaana [18], Tkanb dpukcannu
He TIofiBeprajiack. [Tocie cBA3bIBAHUSA ayTOAHTUTEI 13
CHIBOPOTKY G0JIBHOTO ¢ TKAHbI0-CybCTpaToM, 1ociie-
nHui uHKyGupoBacs ¢ aHTH-IgG aHTHYejI0BeyecKon
CHIBOPOTKO}1, MeUeHHOI (JII00PeCLeHTHOI MeTKOH
(HUIU muxpo6noI0oruy ¥ BUPYCOJIOTMH UM. akal. Ta-
masten). Cpes 3aKo4ancsa B MOHTUPYIOLIYIO Cpey U3
70% rantepuna B pocdarHom 6ydepe pH=8,4. Cps3bl-
BaHe aHTUTE) ¢ TKAHbIO, KIeTKAMH 1 CyOK/IETOUHbIMU
CTPYKTYPaMH BU3Y2JIM3HPOBATIOCH C IIOMOUIBIO (JIi00-
pECUeHTHOH MUKPOCKOIMH.

Merton HenpsiMoii UMMYHOMJIIOOpeCeHINHA ¢ HC-
[0JIb30BAHMEM TKaHM MO3Kedka 4YeJOBEKa 1103BOJIAET
BHLIABHUTH aHTHUTeNa K KieTkaM Ilypkunbe 1 Tnna uin
aHTH Yo-1, aHTHsAIepHble HelipoHabHble aHTHTena 1 1
2 Tymios wan agty Hu i anTtu Ri cooretcTBenHo. Ku-
HUYeCKH 3HAYMMBIMM ABJAIOTCS BBICOKHE THTPBI
(>1:100) napaHeonIacTUYECKHX aHTHTE Kaacca IgG.
B OIBIT BKAKOUAIHCE [IOJI0KUTEbHBIH, OTpHIaTe bHbIH
KOHTPOJIH U GJIaHK.

[apannesbHO OCYIIECTBISIOCH BbIAB/ICHNE Ay TOAH-
THTEN K TKAHEBOMY KOMILJIEKCY TTedeHb-I104Ka-KeJay 10K
KPBICH], UTO T03BOJIIET OOHAPYKNTh MPUCYTCTBUE B
CBIBOPOTKE OOJIBLHOTO AHTHHYKJIEAPHDBIX aHTUTEJI, aHTH-
Tesla K TTApMETAJIbHBIM KJIeTKaM JKeay/Ka, aHTHTel K
rJIaKAM MBIIILAM ¥ MHTOXOHJPHUAM, KOTOpPBIE MOTYT
3aTPYIHATDH BbIsIBICHHE aHTHHEHPOHAIBHBIX aHTUTE.
Kpome Toro, HCIO/Ib30BaHHE TKAHEBOTO KOMILIEKCA
KPBICHI O3BOJSIET NOATBEPANTD HANUYHUE Y HOJBHOTO
anTy Hu aHTHTEJN, pearnpyloHX ¢ HeHpOHaMH MHeH-
TepUYECKOTO CIIETEHHS B TKAHH JKEJTy/Ka KPHIChI.

Hpusoaum HabsoeHne GOILHOL ¢ TapaHeoIIacTH-
yecKUM MOpaskeHreM HepBHOW CHCTeMBI B BUNE MO0~
cTpoH AereHepali MO3XKe4Ka, MPH KOTOPOM ObLIH 00-
HApYSKEeHBI aHTHTeNa IPOTUB KneTok ITypxritHbe.

Knuuudeckoe Habnopaexue

Bonvnas 1., 53 nem, nocmynuaa na 1e nesporo2u-
weckoe omoenenue TMIIE Ne2 08.02.20002. ¢ xcanoba-
Mu Ha wamxocmy 8 0be cmoponbl npu xodvbe, opoxca-
Hue pyk, napyuenue nouepra, HapyueHue pedu (ne-

BHAMHOCTYb), CAABOCTYL U NOBLIUEHHYIO YMOMILIEMOCTb
KoHeuHocmeu.

Baboresanue Hauanocs okoao 4,5 nem nasao, xozoa
NOABUNACH WAMKOCTML NPU X00b0e, Komopas co epeme-
HeM MOCMENeHHO NPOZpeccuposad, us-3a uezo 60vHas
cmana uacmo nadamv. B 1998 200y nepenecna neperom
xocmeii 1eoii 2onenu, 6 mae 2000 zoda npousowen no-
emopHblii nepenom aeeotl 100vwicku. K nocrednemy epe-
MeHI K UMEIOUWUMCS CUMNTIOMAM NPUCOLOUHULOCE OUY -
wenue obwei c1abocmi, HeL08KOCTU 8 KOHEUHOCTIAY,
napywenue nouepxa. C mas 2000 200a ommeuara napa-
cmanue usmenenuil peuu. AMOY1amopHo noiyuanad leue-
Hue cocyoucmuimu npenapamamu 6e3 sppexma.

B anamuese 6 1994 200y — 1€60CMOPOHHAS 08APUSK -
MOMUS N0 N0800Y OEPMOUCHOT KUCTTbL U LANAPOCKONU~
weckas npasoCMOPOHHSA KUCIKMOMUS 110 N0G00Y KUC-
mot wceamoeo meaa. B 1995 200y nepenecia nesocmopon-
HIOH MACTIKMOMUIO U IPABOCTOPOHHION CEKMOPANLLHYIO
pesexuuio no noeody Pubpoadenomamosa be3 usmenenul
6 aumoyanax. Jemanvhvie 0annole 2UCMOL0ZULECKUX
wccaedosanuti e ussecmunl. B nocieonepayuontom ne-
puode nayuenmxa nonyuana mamoxcugpen. Kpome smo-
20, 6 MeUEHUE HECKOTLKUX Jiem HaABI00anacs Y sHOOKpU-
HOI02G NO N0600Y ZUNOMUPUO3A U NOTYUANA 3AMECTU~
MenbHYI10 Mepanuio L-mupoxcunom 6 nocreoree 8pems 8
doze 100 me.

ITpu 06sexmuanoM UCCIed06aARU: NYIbC 72-85yda-
pa 6 Munymy, pummuunbiil, CYXoCcmo KOXCU Ha L0KIME-
gbix c2ubax, nepuopEUmaibHAas omeuHOCMY, 1ezkutl 06y -
cmopounuil sxsopmanvm, breck enas. Boicuiue mo3zosvie
Qynkuuu ne napywenst. Peuv dusapmpuuna c aremen-
mamu CKanOUPOBAHHOL, HA30AANUS. 3PAUKU PAGHOMED -
Hovle, C COXPANHDIMU PEAKUUAMU HA CBEM U KOHBEP2eH-
ywio. Ilons spenus ne oeparuuenvl. [[6uncenus 21asnoix
670K 6 NOAHOM 06beme, HeOOHOKPAIMHO PeLUCmpupo-
BANCA YCMAHOBOUHDLE 20PUSOHMANLHbLLL HUCTIAZM 6 06€
cmoponvl. YyscmeumenvHocmy KA JUYE He UsMeHeNa,
DYHKUUS HeBAMENDHBIX U MUMUYECKUX MIULY 6 HOPME.
301k OMKAOHSAEMCS GNPABO, AILIMOK — 671€60. [10moy-
Hvle pedecol coxpanenst, cnpasa nusice. CuMnmomos
opansnozo agmomamusma wem. Crabocmy Moy npo-
KCUMANbIDBLX 0MOen08 pyK 00 4-x 6a1106,8 OUCTANLHBIX
— 0o 3-x. B npoxcumansuvix u QUCmaivhvlx omoenax
noe cuaa cnudcena 0o 3-x 6arnos. Iunompous moluiy
npednaeuuii u 6edep. Muiueunvlii monyc cnudicen. Iny-
boxue pegpaexcol OuGPy3ano nusKue, AxXuiI06vL pegrex-
coL omcymemeyrom. Buigvieaemes mubuaronas curku-
neaus IlImpiomnens, spue cnpasa. [unepecme3us Kuc-
meil, z0aenedi u cmon. CHUICCHO BUBPAUUOIHOE UYBCTNEO
6 pyxax 0o 6 cexyno, 6 nozax — 0 cexynd. Jgycmopon-
1SS AMAKCUS U GOLPANCCHHBLI UNMEHYUONHBLT MPeMOD
6 HoZaxX, eunepmempus 8 pyKax, 06YCMOPOHHUU CUMTL-
mom Cmioapm-Xoamca, acunepeus baburnckozo. B nose
Pombepza omxnonsemcs 6neped u & cmoponvi. [loxodxa
AMaKmuuecKasl.

Taxum 06pasoM, 6 HeGPOLOZUECKOM cmamyce JoMu-
Huposana J6ycmopoNIas MO3NCEUKOGAS HeDOCTAmOY-
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HOCIMb, UMENUCH NPOABNEHUS. CMEULAHHO20 mempanape-
30, NPEUMYUECMBENHO NEPUDEPUUECKO20 U YyMepeHHble
ROMUNESPUMUYECKIEe HAPYULeHUS.

IIpu dononnumenvivix snexmpousuonozuuecikus uc-
CRE00BAHUSX COMAMOCEHCOPHDIX BbLIEANHDIY nomeHyu -
anog npu crnuMyIsuuu 601vuebepy06020 Hepaa Guia6ie -
HO Hapyuienue npogoosuux nymei 1a yposHe u Humce
wetinozo ymomuenus ¢ obeux cmopon. Axycmuueckue
8bI36anHbIEe NOMeENYUALL He usMenenbl. [Ipu anexmponeri -
poMuozpaguu eviasreH0 CHuNCEHUE CKOPOCTU NPOsede-
HUSL N0 TYUEEOMY HEPSY CNPABA U NO CPEOUHHOMY C 2-X
CIMOPOH.

Komnvromepuas momozpamma zonoenozo mosza om
14.02.2000: na cepuu xommmomepnvix momozpamm namo-
NOZUUECKUE 0zl 6 BeusecBe CY6- U CyYnpamenmopuany-
1bLIX 0MOENI06 20106HOZ0 MO32d HE BbLAGLEHDL. Kenydouxo-
6as cucmema o6vLunotl opavt u pazmepos. Cpedunmvie
cmpyxkmypot He cmewenvt. Cybapaxnoudanvvie npo-
CMPAaHcmea KOHGEKCa YMePeHHO pacluupensl. Snavumenn-
HO PACWUPERbL UUCTEPHbL OCHOBANUSL MO32a U 6OPO3TLL
MO3NCEUKA. SHAUUMENDHO YNAOMIUEH! CTNEHKU OCHOGHOT U
obeux: sHympennux connvix apmepuii. Jaxmouenue: duc-
UUPKYISMOPHAS IHYUeparonamusl, boliee sviparentas:
cybmenmopuanvubix omoenax mosza (puc. 1).

Hpu maznumunopesonarcnoii momoepaguu swiserena
SHIPAYNCEHHAST amPOPUA MO3JCEUKA, eOUNUYHbLE MEAKUE
0uaz06ble usMeHenus. ¢ berom seuecmse ducmpoguyec-
K020 Xapaxmepa u napyocnas 2uopoyepaius scredcmeue
ampoguu sewecmsa mosza.

Hccaedosanue ugumosudnoit aceneavt npu cuunmue-
Paguu ¢ paduoaxmueHsLM MexHeyUeM ROKA3AN0 YEeaU-
uenue ee pasmepos 3a cuem nepewenika (2.5 ci), 1epos-
HOCMYb U HEUemKOCmy KOHMypos ee Jonell, cHuxcenHoe
dupysno-nepasromepnoe naxonienue paduogpapmnpe-
napama g obeux 0oasx.

Paduousomonioe uccredosanue ¢ paduoaxmusenvin
UOOOM GDIABUNO CHUNCEHNYIO PYHKUUIO WUMOBUINOG
aicenesol (2uaca — 7%, 4 uaca — 8%, 24 uaca — 16%, 48
uacos — 17% ). Heeaedosanue yposus TTI na gone npu-
ema L-mupoxcuna 6o120 10pMalbiivM u 3HI0KPUHON020M
cocmosiue 6oAbIOU PacCHMampusanocs Kax KoMneHcupo-
GAaHiloe.

Kuunuveckui ananus xposu: CO9 6 MM/, getx. 5,0
moic. 8 MM°, ap. 4,49 mun. 6 MM, 2emoznobun 133 2/1,
mpomboyumuv 181 muic. 6 mm*. Buoxumuveckuii ananus
kposu: AJIT 14 Ed/n, ACT 15 Ed/n, o6uguii 6erox 65,4 74
2, npompombun 96,4%, xorecmepu 6,9 MMonv/1, 6unu-
pybun obwuii 4,8 mxMonv/a, 2noxosa 5,6 mxMoav/x.
Obuguii ananus mouu 6e3 namonozuu.

pu snexmpokapduozpaduu: cunycosoul pumm, nyvc
75 6 MUMYmy, HOPMANbIOE NOAOICCIUE SNCKMPULECKOT
ocu cepdua, mecmuvie napyuenus SHYMPUICEAYDOUKOBOL
npogodumocmu.

Penmzenozpamma opeanos 2pyonoii xiemxu: 6e3 na-
MONOEUHECKUX USMEHEHUI.

Auppepenyuanonoiii duazios nposoduics ¢ duczop-
MONANLHOU CUNOMUPEOUINOT IHUEPANOMUCIONOIUHESPO-

namuetl, HaAcAeICmeeH Ol MO3KHCeUK060l amaxcue, ony-
XONbI0 MO3NCEUKA U NAPAHEONAACTIULECKUM NOPAINCEIL-
€M HePBHOU cUcTeMbL - nOOOCTPOLL napaneoniacmuyec-
Kol dezenepauueti Mosiceuxa.

Ilpu uccrnedosarnuu coisopomru Gonvroii memodom
HENPAMO UMMYHOPIIOOPECUEHUUU Y nayuenmKu o6Ha-
pyrcervl anmumena x xiemxam Ilypxunve mosxceuxa
(Yo-1) 6 mumpe 1:800 npu nopme < 1:100 (cm. puc. 2).

SCMRTUM RR
H-$P~CF yD10E

Puc.1. KomnbioTepHas Tomorpamma GonbHoi ¢ nooCcTpoM
napaveonnacTU4eckon atakcueit. OTMeYalOTCa NPU3HaKN
AereHepauun Mo3xeduka ¢ UCTOHYeHMeM Goposp M pacwmpe-
HUeM TPeTbero Xenyaoyka.

%

Puc.2 Aututena K knetkam Mypkutbe (PCA-1) B Tutpe
1:3200, BbisSBNEHHbIE ¢ NOMOLIBIO peakLumn HenpsaMon
UMMYHODI0OpEeCLeHUMU ¥ GONLHON ¢ NapaHeonNacTUYECKO
AereHepaumel mosxeuka. Busyanusupyercs XapaktepHoe
OKpaluuBaHue oCHOBAHWA AeHApHTa knetku (x400).
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Meouyunckas ummyHonozus

IIpu no6mopHOM UMMYHOLOLUUECKOM obcredosanuu ue-
pes 3 mecsuya Bbiio OMMEUENO yoenudenue mumpa do
1:3200, ymo coomeemcmeosar0 HAPACMAHUIO HECPOLO-
SUMECKOL CUMNIMOMATIUKUL. IMO NO360IUN0 NOOMEEPOUTTL
Ouaznos nodocmpoii napaneoniacmueckoil dezenepanyiiu
MO3JCEUKA.

ObcyxneHue

Takum o6pasom, y 53-1eTHei 60/1pHOM, OnepnpoBar-
HOM I10 TIOBOJLY OHKOJIOTHYEeCKUX 3a001eBaH i ANYHH-
KOB ¥ MOJIOUHBIX ’KeJyie3, B TedeHHe 4,5 JieT pasBucs
BhIPasKEHHBI{T MOKCUKOBBIA CHMITOMOKOMIIICKE, KO-
TOPBIl codeTancs ¢ ABUTaTeILHBIMH, YYBCTBUTETbHDI-
MH 1 SHAOKPMHHBIMY paccTpofictBamu. /{Harios napa-
HeOTTaCTUUECKOTr0 MTOpakeHVsl B BUJe MONOCTPOi Je-
rerepanuy MoKeuka OblT 3a11003peH KIMHMYECKN, HE
nckmovaca npu KT u MPT rososHoro Mosra 1 nos-
TBePKAEH MMMYHO(IIOOPECIIEHTHBIM HCCIE0BAHNEM.

Antutena K wietkaM I[lypkuube 1 Tuma (Yo-1)
6p111 BrepBble onncanbl Greenlee u Brashear B 1983
[15], BCTpeUaIoTCst HCKIIOUNTENBbHO Yy GONBHBIX Ket-
CKOTO TOJIA € TIapaHeolIacTHYeCKoH NoA0CTPOil 1ie-
pebennapuoil aTakcueil, COMyTCTBYIOLIeH KapUMHO-
MaM SHYHMKOB M MOJOYHOI xkelesnl (B 90% ciyda-
€B) 1, HECKOJILKO Pexe, [IPH OIyXO0sAX danonnesont
Tpy6Bl U MEJKOKJIETOUHBIX KapLITHOMAaX JIETKHX. Cpe-
1 HEBPOJIOTHYECKUX TTapaHeoIacTHYeCKHX CHHIPO-
MOB TIOZIOCTpasi MOKEUKOBasl aTaKCUs CTOMT Ha Tpe-
TheM MeCTe [0 BCTPeuaeMOCTH IT0C/Ie CeHCOPHOIL He-
BponaTuy u cunzipoma Jlaubepra-Mrona [4]. Knunu-
YeCKH NapaHEONIacTHYeCK il CHHAPOM ¢ aHTH Yo-1
AHTHTETAMH MOKET TPOSIBIATHCSA He TOIBKO Lepebet-
JISIPHBIMM PacCTPOMCTBAMHY, HO U U30JIMPOBaHHOM Ile-
pudepudeckoil neiiponarueil [6].

OcobeHOCTbIO JaHHOTO HabI0/leHHs ABHIOChH
pasBUTHE ITAPAHEOTIACTUUECKOTO MOPANKEILS MO3-
JKeuKa rmocJe ylaleHnsa 100pokayecTBeHHbIX Oy Xo-
el SUYHUKOB M MOJIOUHBLIX »kese3. B surepatype
OIMCAHBI CyYay apaHeolacTHYECKUX CHIIIPOMOB,
CBSI3aHHBIX C 106pOKaueCTBEHHON OIYX0JIbI0, HAlIpU-
Mep uMGnyeckuii sHIedanuT B COYeTaHHN € no6po-
KavdecTBeHHOI omyxonblo simyHuka [25]. MasecrHo,
YTO NapaHeoNIaCTHUECKNe CHHIPOMBI H aHTHUTe/a B
CBHIBOPOTKE KPOBM BO3HHKAIOT HEPEAKO 0 MEPBLIX
KIMHIYECKUX TPOSBJIEHHI HOBOOOPA30BaHUA U MO~
IyT IOMOYDL B €ro paHHeil AHarHOCTHKE. Y Crellnoe
yllaJieHre TIepBUYHON OMyXOJIH MPUBOAUT K CHHXE-
HUIO TUTPa aHTUTET 1 HEKOTOPOMY perpeccy HeBpo-
JIOTUUECKON CUMITTOMATHKH, HO B ps/c ClyqaeB OT-
MeuaeTcs IepCHCTeHIIH IIapaHeoTIacTHIeCKoro CHH-
Z(pOMa, HECMOTPS Ha CTOWKYIO PeMUCCHIO OHKOJIOTH-
yeckoro npouecca [9]. Kax 6pi1o nokasano HaMu pa-
Hee [3], vactora Mopdosornyecknx Gopm riaomMepy-
noHegpuTOB y GOMBHBIX C MapaleonIacTHYEeCKUME
HehpOIATHAMU U paclipefie/ieHue LIoMepyToHedpu-
TOB B NOMYJIAIMU COOTBETCTBYIOIIETO BO3PACTa OKa-

3aich GIM3KUMU, YTO 3acTaBJseT MPERTOJOXKNTD
POJIb OIYXOJIM JIMIIb B KauecTBe MyCKOBOTo (aKTopa
PasBUTHsI Ay TOUMMYHHOTO Hpolecca, Tpeapacnoio-
JKCHHOCTb K KOTOPOMY OTlpejieieHa HexXonHo. OHKO-
sorudeckuii Mpollecc HHUIMKUPYeET ay TONMMYHHOE 110~
pakeHue, KOTOpoe POTeKAeT BHE CBA3U € ONYXO0JIBIO,
B pe3yJibTaTe Tak Ha3blBaeMOTO paclllipeHns SIUTOM-
Horo crextpa (epitope spreading). CyTb 9TOTO MOHA-
THSi COCTOMT B TOM, UTO TIePBOHAYANBHO MMMy HHBIH
OTBET HallpaBJeH Ha MCXOJAHO Yy’KepOJHbIe aHTHUTE-
HBl, a B cilydae HOBOOOpa3oBaHUsl — Ha ONyXOJb-ac-
COUMMPOBAHHbIE AaHTUTeHDBI. [Ipe3eHTanus MCXOAHO-
ro 3ITUTONA IPUBOJIUT K Pa3BUTHIO UMMYHHOTO OTBE-
Ta, paspyILUAIONIEro OMyXoJaeBylo TkaHb. B pesynbra-
Te NOTrJOIMEHNs OCTATKOB YHHYTOXEHHBIX KJIETOK
KPOMe MCXOJIHOTO aHTHIeHa MMMYHHOH cucTeMe Npe-
cTaBJIsIeTCA Takke Pl KPUIITUYECKUX SMUTONOB HOP-
MaTBLHBIX KJETOYHBIX 6eJKOB, B 4aCTHOCTH 0eNKOB,
cxoxux ¢ berxamu nepBHO# Tkanu. Ecan y faHHOTO
Yes0BeKa HMeIoTcd 0COBeHHOCTHU TPe3eHTAlY aHTH-
reHoB, B uacTHOCTH asLIenbHoro Habopa MHC moite-
KyJ1, Belyipe Kk oclabienHo# ToepaiTHOCTH K cob-
CTBEHHBIM aHTUTeHaM HepBHOU TKaHHM, TO Y Hero ecTb
OMAaCcHOCTDb Pa3BUTHsl aQyTOUMMYHHOTO TIapaHeoriac-
THYECKOTO CHHIpOMA.

Taxum 06pa3oM, IPUCYTCTBYIOLIME HEBPOJIOTHYEC-
Kye CHMIITOMBI 1 oGHapy KeHYe ChIBOPOTOUYHBIX aH-
THTE] B ONMUCAHHOM HabJIOEHUM MOLYT yKa3blBaTb
7160 Ha MepCHCTEHITHIO apaHeoTIaCTHYeCKOTO CHH-
apoma, 6o Ha Hajmyue y GoJbHOM 3M0KauyeCTBeH-
HOI1 OMyXOJH B HavyaJlbHOM CTaJuyl PasBUTHUSA, KOTO-
PYIO [OKa eLile HEBO3MOKHO BBISIBUTH C IIOMOIIbIO HE-
MIBA3UBHbIX IMATHOCTHYECKHUX MeTO/10B. J{pyroii oco-
fenHocTbio HabJOAeHUsl ABUJIOCH Hajlu4ynde HpHU
06 beKTHBHOM UCCle0BaHUH IPU3HAKOB MHOTOYPOB-
HEBOTO MOpa)keHHsl HepBHOM CHCTEMBI: KaK OJIOBHO-
1o Mo3ra (IperMyLIECTBEHHO MO3KeTKa), TAK ¥ CITHH-
HOTO MO3ra 1 fepudepryeckuX HePBOB KOHEUHOCTeH
B COUETAHWH C DJICMEHTAMH MHACTEHHYECKOTO CHHI-
poMma.

B Hacrosmiee BpeMst [IOTBITKA TEPATUI CBOAATCA K
nasModepesy, BBeleHHIO BHY TPUBEHHOTO HMMYHOLIO-
6ynuHa ¥ J1eKapCTBEHHOH MMMYHOCYTIPECCHH, OTHAKO
3(beKTUBHOCTb TEpalli HeBeJUKa [7], B cBA3M ¢ UeM
OHa He MPOBOJAUIACD.

B oTedyecTBEeHHOM JiMTEepaType Mbl He HAILIH OIU-
CaHMs MOA0OHBIX UCCIEZIOBAHUN U [109TOMY CUHTAEM
oueHb BaXKHBIM TpecTaBleHue COOCTBEHHOTO Habmi0-
eHYSI KIUHUUECKH U MMMYHOJIOTMYeCKU MOJTBepXK-
JleHHOM MapaHeoIIacTHIECKOH iereHepaluy Mo3key-
Kka Ha QoHe yAaJCHHBIX 100POKaYeCTBEHHBIX HOBOOO-
pa3soBaHUH ANYHMUKOB U MOJIOUHBIX JKEJIES.
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