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IIpedcmasaen 0630p poccuiickux u 3apy6edcHbiX UccAe008aHULL, NOCGIUICHHBIX CUHOPOMY ONCOKAOHYCA—MUOKAOHYCA NPU OHKONAMOAO2UU.
OncokaoHyc xapakmepusyemcsi Henpou380AbHbIMU, APUMMUMHBIMU, XAOMUUHbIMU, DA3HOHANPABAEHHbIMU CAKKAOUYECKUMU OBUNICEHUSMU
2143 C 20pU3OHMANbHBIM, 6EPMUKAAbHbIM U DOMAMOPHLIM KOMHOHEHMAMU, OH O00bIMHO CONPOBOICOAemcs MO3JICEHK080U amakcuell
U MUOKAOHUHECKUMU CYOOPOLAMU MblULY, MYA08UULA U KOHEHHOCIEl. Dmo pedkoe HegpoaoeUu1ecKoe pacCmpoicmeo Heu38ecmHoll NPUHUHbL,
Komopoe, 6eposimHo, A6A1eMCs pPe3yAbmamom aymOUMMYHHbIX NPOUECCo8, CA3GHHbIX ¢ HepeHoil cucmemoii. [lapaneonsacmuueckuil
CUHOPOM ONCOKNOHYCA—MUOKAOHYCA Hauje 8Ce20 acCOUUUPOBAH ¢ MeNKOKAEMOUHbIM PAKOM Ae2K020, PAKOM MOAOYHOU Jcenesvl, paKom
AUMHUKOB, HEeXONCOKUHCKOU AUMPOMOILL, PeHANbHOU adeHoKapyuHoMoi. Y demeii on uawe (npumepro ¢ 50 % cayuaes) accouyuupyemcs
¢ Heiipobnacmomoii. Mnoeue aymoanmumena Obiau 0OHAPYICEHbI Y NAUUEHMOE C NAPAHEONAACMUYECKUM CUHOPOMOM ONCOKAOHYCA—
MUOKAOHYCA, U 5MOM (PaKm no3eonsem NpeonoaolNCUms yuacmue 2yMopaabHo20 UMMYHHO20 Mexanuzma. Tem He menee 60AbUUHCMEO
NauueHmos CepoHe2amueHvl no muM aymoanmumenam. Ilapaneonsacmuueckuii  cCUHOPOM — ONCOKAOHYCA—MUOKAOHYCA MeHee
yyecmeumenen K UMMYHOmepanuu (Kopmukocmepouovsl, 6HYMpUSEHHble UMMYH02A00YAUHbL, AOPEeHOKOPMUKOMPONHYIL  20PMOH,
naasmagepes, yuxaogocgpamud uru pumykcumad), U npoeHO3 YAYHUIAemcs: moabko ¢ yoaaenuem onyxoau. Heobxodumel danvheiiuue
UCcne008anus 015 GblACHEHUS €20 UMMYHONAMO2EeHe3a U NAMoQU3U0N0ULL, PA3PAOOMKU HOBbIX U (PHeKMUBHbIX MeNMOO08 NeUeHUs.

Karouegvte caosa: napaneonsacmuyeckuii Hegpoao2u4eckuil CUHOPOM, CUHOPOM ONCOKAOHYCA—MUOKAOHYCA, PaK, NamoeeHe3, KAUHUKA,
duazHocmuka, neverue
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This article provides an overview of the Russian and foreign studies on paraneoplastic opsoclonus-myoclonus syndrome. Opsoclonus is charac-
terized by involuntary, arrhythmic, chaotic, multi-directional saccades with horizontal, vertical and torsional components, and it is commonly
accompanied by cerebellar ataxia and myoclonic jerks in the trunk and limbs. It is a rare neurological disorder of unknown causes which ap-
pears to be the result of an autoimmune process involving the nervous system. Paraneoplastic opsoclonus-myoclonus syndrome is most com-
monly associated with small-cell lung cancer, breast cancer, ovarian cancer, non-Hodgkin's lymphoma, renal adenocarcinoma. In children, a
neuroblastoma is detected in approximately 50% of cases. Many autoantibodies have been detected in patients with paraneoplastic opsoclonus-
myoclonus syndrome: this finding suggests the involvement of a humoral immune mechanism. However, most patients are seronegative for these
autoantibodies. Paraneoplastic opsoclonus-myoclonus syndrome is less responsive to immunotherapy (corticosteroids, intravenous immuno-
globulin, adrenocorticotropic hormone, plasma exchange, cyclophosphamide, or rituximab) and improves only with tumor resection. Further
studies are needed to further elucidate its immunopathogenesis and pathophysiology in order to develop novel and efficacious therapy.

Key words: paraneoplastic neurological syndrome, opsoclonus-myoclonus syndrome, cancer, pathogenesis, clinics, diagnosis, treatment

BeeneHue

CunHpapom orcokyionyca—muokionyca (COM) otHo-
CHUTCS K IpyIITie TapaHeorIaCTUIeCKUX HEBPOJIOTMIECKIX
CUHJIPOMOB, TPEJCTaBIsIeT CO00I ayTOMMMYHHOE 3a00J1e-
BaHUe LieHTpasibHOM HepBHOI cucteMbl (LIHC) ¢ mpenmy-
IIECTBEHHBIM MMOPAXKEHUEM MO3XKEUKa U ero CBsI3eil 1 xa-
pakTepusyeTcsl BoJTHooOpa3HbIM TeueHneM. COM u3BecTeH
TakkKe TMOJ Ha3BaHUSIMM «3dHLedamonatust KuHcoypHa»,
«MUOKJIOHMYECKasT SHIIE(DATOTaTHS», «TAHITYIOIIHE TJIa3a»,
«MH(aHTUITbHAS TTOJIMMUOKIIOHUSI», «CUHIIPOM OTCOKJIO-
Hyca—MMOKJIOHyca—atakcun». COM BriepBble OIKMCaH

B 1962 1. P. Sandifer u M. Kinsburne [1]. 3abosieBaHue BcTpe-
YaeTcst OYeHb PEIKO, TIPY STOM 3HAUMTEIBHO Yallle y JAeTei
[2—4]. Ero pacnpocTpaHeHHOCTb HEM3BECTHA B CBS3U C BO3-
MOXKHOCTbBIO CTIOHTAHHOW MHBOJIIOLIMU OITyXOJeli B J€TCKOM
Boszpacte. [1o nanubM uccienosanus E. Tate v coaBr., cpenm
105 neteii, Habmomaembix B HalonansHOM Helipornienya-
TprudyeckoM MuokiioHndeckoM 1ieHTpe CIIA ¢ 1990 o 2003
I, y 44 (41,9 %) ObUT AMarHOCTUPOBAH MapaHeorIacTUIe-
ckuii COM ny 61 — mapanHbeximonHbiii COM. [Mpearo-
JioxuTesbHast pacripoctpaHneHHOcTh COM B CIIIA cocras-
ssiet 1 caydaii Ha 10 MutH HacesneHus [5].
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VY neteii pazButie COM B OCHOBHOM CBSI3aHO C POCTOM
OITyXOJIEH CUMITAaTUYECKOW HEPBHOI cucTeMbl. Cpeny HUX
npeobanaloT HelipobdiaacToMa (88 %) U raHIIMoHepoMa
(12 %). Onyxosb MOXET pacrojiaraTbCsl B 3a0PIOIIMHHOM
npoctpaHcTie (48 %), MeauactTuHabHO (30 %) Wi UMETH
JIpyryio jtokanu3zauuio (22 %). [pu Heiipodiactome COM
BcTpevaeTcs B 3—8 % ciiy4aeB M MOXET ObITb ITEPBLIM TP~
3HAKOM OITyXoJieBoro Iporecca. HeiipobiacTtomy darie
JIMarHOCTUPYIOT IO S-JIETHEro Bo3pacrta [4, 6].

VY OONBIIMHCTBA B3POCHBIX MALMEHTOB BBISIBISCTCS
MEJIKOKJIETOYHBIN paK JIETKOTO, XOTS HAWIEHbI OIMMMCAHUS
KIMHAYECKMX CJYy9aeB pa3BUTHSI OIICOKIOHYCa—MUOKIIO-
Hyca ¥ IpY IPYTUX BUIAX OHKOIATOJIOTHH. Tak, y >KeHIITMH
IIPpY paKe MOJOYHOM KeJIe3bl, SMIHUKOB, MAaTKI pa3BHBa-
€TCSl OICOKJIOHYC—MMOKJIOHYC C aTaKCueil M HaJInduieM
ANNA-2/anti-Ri-aHTuTen B CBIBOPOTKE KPOBU WIN JIMK-
Bope [8§—10]. OmcaHo HECKOJIBKO CIyJaeB pa3BUTHS JaH-
HOTO CMHAPOMA IIPH paKe MoUeK, HEXOMMKKITHCKOM TuM@o-
Me€ WJIY TTOCJIe Tepecaaku CTBOJOBBIX KeToK [11, 12].

IIpeobnaparor ciayyaum auardHoctuku COM chycTsa
HECKOJIBKO MECSILIEB TIOCJIE BBISIBJIEHHSI OITyXOJIEBOTO TPO-
necca. B emmanunbix caydasx COM MoxeT pa3BUBaThCS
3a HECKOJIBKO JIET 10 1e0I0Ta OHKOIIATOJIOI MU,

Kpome napaneoriactuyeckoro reveza, COM B 50 %
CJIy4aeB HOCUT MAMOIATUIECKUI XapaKTep U ero MosiBJie-
HHME OOBIYHO COBMANAET C MEPEHECEHHBIMU PECITMpaTop-
HbIMM 3a00JIeBAaHUSIMU, B TOM 4KCIIe Ha (hOHE APYTUX ay-
TOMMMYHHBIX 3a0ojieBaHUil (TUpeouauTa, TUGOY3HBIX
0oJie3HEN coeqMHUTEbHOM TKaHu) - B 15,8 %, win nociie
BakuuHaiui [1]. B kauecTBe BO30yauTesIsl pacCMaTpUBalOT
Bupycbl Kokcaku, DniurteitHa-bapp, nuxopanku 3ara-
Horo Hwia, mapBoBUpyca, 2HTepoBUpYyca. Y IeTeil BO3-
MOXXHYIO IIPOBOLIMPYIOIIYIO POJb WIpaeT BaKIIMHAIIMS
IMPOTUB KOPH, TTAPOTUTA, KPACHYXU, TeMO(MIIBHOM Maod-
ku tuna B, mudrepun, Koximwoia, crondHaka. OmHaKO
npsimas cBsi3b Mexxay COM, nmapanH@eKIMOHHbIMU 3200-
JIEBAHUSIMU M BaKLIMHALIMEW B HACTOSIIIIEE BPeMs He TOKa-
3aHa [1].

Mamorenxes napaHeonnacmu4eckoro COM

PaszButre COM 1nipu OHKONATOJIOTHUM Yallle CBSI3bIBa-
10T C ayTOMMMYHHBIM TIPOIIECCOM, KOTOPHBIN y neTeii hop-
MUpyeTcss Ha (poHE BPOXKIEHHBIX WM MPUOOPETEHHBIX
HapylLIEHUN PEryJsiTOPHbIX MEXaHU3MOB UMMYHHOI CHC-
tembl [13, 14]. B ocHOBe naTtoreHe3a 3a001eBaHUSI JIEXKUT
CMOCOOHOCTb HEMPOOIACTOM CUHTE3UPOBATh HEMPOHATb-
HbIe OEJIKM, KOTOPbIE, SIBJISISICH MapaHeoTIacCTUIeCKUMU
AHTUT€HAMM, CXOJHbI MO CBOEW aHTUIEHHOMN CTPYKType
¢ kiuetkamMu mosxeuka [15—17]. IIpu COM muleHbIO
ayTOMMMYHHBIX pPeaKIIMil OKa3bIBAIOTCS TpPaHYJSIpHBIC
HEUPOHBI SI7IEp 11aTpa, PacToIOXKEHHbBIE B TOMTYIIAPUSIX
MO3euKa, U aKCOHBI, CBSI3bIBAIOIINE UX CO CTBOJIOM MO3-
ra [18—20]. JaHHbIe TOCAeTHUX TaTOMOP(HOJIOrNIYeCKUX
KCCEeNOBAaHUN U UCCIENOBAaHUI ¢ TPUMEHEHUEM (DYHK-
LIMOHAJIbHOW MAarHUTHO-PE30HAHCHOW ToMoTrpaduu
(MPT) no3BoJISIIOT MIPEATIOI0XKUTD, YTO MAaTOJIOIrMYECKUI

MPOLIECC BKIIIOYAET pacTOpMakKMBaHME sipa IaTpa Mo3-
xkeuka (snpa Kennukepa) [12, 21—23]. st 9T0l marono-
MU XapaKTePHbI HAPYILIEHNS KJIETOYHOI'O ¥ TYMOPaJIbHOIO
uMmyHureta [21—25]. Otmeuatorcst ymeHblieHue CD4-
JIMMOOIIMTOB, TIOSIBJIEHWE IIMPOKOTO CIIEKTpa aHTUTEN
MPOTUB BHYTPUKIIETOYHBIX ITPOTEMHOB: aHTU- YO K IIUTO-
Ia3Me 1 akcoHam kieTok Ilypkunbe, aHTu-Hu K simpam
HEMpOHOB, aHTUTeNIa K alibpa-3Hoya3e, HEHpPOJEHKUHY,
TJIMaIMHY, SHIOMU3UIO. Y EeTell 1 B3POCHbIX Cenpud-
aeiit m1g COM npusHak — nosiBiieHue aHTu-Ri-anturen,
001aJal0IIMX aHTUIIPOIU(epaTUBHBIM 3¢ dheKkToM [24].

B kauectBe Hauboee MHTEPECHOU UMMYHOJIOTAYEC-
koit Haxonku Tipu COM paccMmaTpuBaeTCsl YBETUICHUE
YHUCJia CJIy4aeB BBISIBICHUS] aHTUTEN K MOCTCUHAIITUYEC-
KMM aHTUT'€HaM WIM K aHTUT'€HaM KJIETOYHOM MOBEPXHO-
ctu. B ceiBopotke kpoBu aeteit ¢ COM conepxaTcst aH-
TUTENa, pearupylonde ¢ KJIETOYHOU MOBEPXHOCTHIO
TpaHyJISIPHBIX HEMPOHOB MO3XKeUKa 1 KJIETOK Helipobac-
TOMBI (CM. TaOJIUILY).

RnuHuka

KnuHuyeckast kapTuHa 3a001eBaHMS y IETEN U B3POC-
JIbIX coBranarot. Ctpamarot iniia odoero nosna. Y gereit COM
pa3BUBaeTCsI OCTPO, yallie B Bo3pacte 1,5—2 roga. Beigensior
PaHHUE CUMMTOMBI 00JI€3HU, KOTOPBIE Pa3BUBAIOTCS CITYCTSI
1—2 "Hen. K HMM OTHOCSITCST HECICTEMHOE TOJIOBOKPY>KEHHE,
1IaTKasl TOXOAKAa, YacThle IMaJeHMSI, KOTOPhIC ITO3BOJISIIOT
OLIMOOYHO 3an0a03pUTh LiepedennuT |5, 30]. [TozgHue cum-
NTOMBI BKJIIOYAIOT TPEMOP TOJIOBbI, TYJOBUILA U KOHEYHO-
CTeH, HapyIlIeHWe Peuyr, CHIDKCHUE MBIIICYHOTO TOHYCA,
CIIOHOTEUEHME 1 XapaKTepHble MPU3HAKM O0JIe3HU B BUIIE
OINCOKJIOHYCa M MUOKJIOHYCca |2, 3, 31].

OIICOKITOHYC MPOSIBISIETCS] HEMPOX3BOJIbHBIMU, ApUTMUY-
HBIMA, XaOTUIHBIMA, pa3HOHATIPABIICHHBIMI CAKKAIIECKI-
MM JIBIDKCHUSIMM TJ1a3 C TOPU3OHTAIBHBIM, BEPTUKAIBHBIM
1 TOPCUOHHBIM KOMITOHEHTaMM, 4acTO COMPOBOXIAETCS
MUOKJIOHWMYECKUMM CYTOPOXKHBIMU TOAEPTMBAHUSIMU KOHEY-
HOCTEW M TYJIOBUIIA, MO3XEUYKOBOU aTaKCUEN, TPEMOPOM.
OricoKJIOHYC BO3HUKAET TIEPUOINYECKN WK (B OoJiee cepb-
€3HBIX CJTy4Yasix) MOXKeET ObITb IOCTOSIHHBIM U HE YMEHbIIIa-
eTCs B TEMHOTE M IIPU 3aKPbIThIX MMa3ax. B ominuue ot
OONBITMHCTBA TTAPAHCOITIACTUYECKIX CMHIPOMOB OIICO-
KJIOHYC-MHOKJIOHYC MOXET UMETh PELIMINBHUPYIOIICE TC-
yeHue [32].

JpyruM naTorHoMOHWYHBIM Tpu3HakoM COM sBJisi-
JOTCST TIOTUMOP(MHBIE MUOKIIOHUM B (popMe KOPOTKHX,
OTPBIBUCTHIX MTOAEPTUBAHUI MBI HEOOJBIIION aMILIM-
Tyabl. MUOKJIOHUM TIpeo0JiafaloT B MBIIILAX BeK, Iy0,
TYJIOBUILE U MMPOKCUMAJIbHBIX OTIEIaX KOHeUHOocTew [1].

B pasButoii ctamum OOJIe3HW ITaIIMEHTHI HE MOTYT
CUJIETh, CTOSTH U XOAUTD U3-3a BBIPAXKECHHON CTATUYECKOM
1 TMHAMMUYECKOll atrakcuu u Tpemopa. [Ipu nepexone us
TOPU3OHTAIBLHOTO MOJIOXKEHUS B BEPTUKAJIbHOE, MTOIBITKE
LeJeHarpaBJIeHHBIX IBIDKCHWI WIUIM TIpA OECITOKOMCTBE
y JeTel YCUJIMBAIOTCSI MUOKJIOHWU B HOTax, (hOPMUPYS
¢eHOMEH TaHIIYIOILIMX HOT, a TPeMOp IMPUOOpeTaeT reHe-

23



24

HepBHo-MblweYHble
BOJNIE3HH

Jlexuyuu u 0630pbi

Hoenmughuyuposannvie anmumena y nayueHmosg ¢ napaneoniacmuyeckoi oezenepayueil mosxceuxa, COM u aumbuueckum snyegarumom [6, 26—29]

CARPVII Menanoma

Zicl, Zic4 TIIM MeKOKIETOUHbIN paK 18
JIETKOTO

TIKC-y TIIM HeI[H(b(I)CPEHHHgOBaHHLIH 1
MEJIKOKJICTOYHBII pPaK JIETKOTO

IIporeacomsl namM Omyxomb SIHIHUKA 12

Heiiponelikun COM OmyXoib OTCYTCTBYET 2

AZIeHOMaTO3HBIH

TIOJTMIIO3 TOJICTOH COM OrmyXxonb OTCYTCTBYET 4

KUIIKA

Zic2 CcoM MeKOKJIETOYHbIN paK 1
JIETKOTO

Amnturena

« CRMP3-4 5 Tumoma 1

GluRe2 J15 Teparoma siMYHUKA 1

Coneprxanne 6enxa CARPVII B Mo3xkeuke 3HAYNTEIHEHO
MOBBIILICHO

MyrTarus reHOB, Komupyronmx oenku Zicl, Zic4, mpuBoaut
K IOPOKaM Pa3BUTHUsI MO3KeuKa (cuHapoM [lenan—Yokepa)

Muccenc-myTtarmu [TKC-y npHBOIAT K pa3BUTHIO ayTOCOMHON
JIOMHHAHTHOH MO3)Xe4KoBO! arakcuu 14-ro tuma (SCA14)

VY Bcex manueHToB 00HAPYKEHBI AHTH-Y-aHTHTENA
Tocne cTpenTOKOKKOBOI HH(pEKINH

OTMedaeTcst MOBBIIICHHAS OKCIIpeCCHst Oernka B CTBOJIE Mmo3ra,
MO3KECUYKa U THUIITIIOKaMIIC

Benok Zic, npuHUMAIONIHi yUacTHE B OHTOTEHE3€ MO3MKEUKa

V nanuenTa umenuck anturenaa k GAD

AHTHTEIIA OTIMCAHBI TP MHOTHUX APYTHX ITATOJIOTHYECKUX
COCTOSIHUAX

Ilpumenanue. [THC — napaneonsacmuueckuii nesponocuyeckuti cunopom, IIIM — napaneonsacmuueckasn deeenepayus mosxceuxa, IIKC — npomeun-

kunaza C, JI2 — aumbuyeckuii s3Hyeparum.

panv30BaHHBINA xapakTep. B m000M Bo3pacTe y 60JbHBIX
HapylIaeTcsl IMOBEACHUE, MOSBISIOTCS TIOBBIIIEHHAS
pPa3ApaxKUTEIbHOCTh, MPUCTYIbI SIPOCTU, HapyIIaeTCs
coH [5, 33]. ¥V neteit COM xapakTepusyeTcsl XxpOHHUUYEC-
KUM TeUeHHeM, TIpu 3ToM y 50 % u3 HUX HaOIogaroTCs
MMOBTOPHBIE 06ocTpeHust, y 80 % — pe3uayalibHbIC SBJIC-
HUS B BUJE HAPYUICHUI MOBEACHUS, U3MEHEHUUN peuu,
CHUKEHUSI KOTHUTUBHBIX QYHKIUI [32].

HeyxiionHO nporpeccupylolee TeyeHue OO0JIE3HU
C JIeTaJTbHBIM MCXOJI0OM BCTpeuaeTcs peako. [Tatomopdo-
JIOTUYECKOE UCCIIeIOBAHUE BBISIBIISIET YMEPEHHYIO 1ud-
(hy3Hy10 TeMuenMHU3aIMIo OEJIOTO BEIIECTRA MOTyIIAPUiA
TOJIOBHOTO MO3Tra, YMEHbIIEHUE yuciaa kiaetok [lypku-
Hbe, aTpo(duIo SAep 1maTpa v rudeTb MX aKCOHOB [4].

NuarHocmuka

HuarHoctuka COM oCHOBBIBaeTCS Ha aHAIM3€ K-
HUYECKOW KapTHUHBI, aHAMHECTUUYECKUX CBEICHUSX
U CKPUHUHTOBOM MCCJIEIOBAHUY Ha TIPEIMET UCKITIOUE-
Hus oHkonarogoruu [34, 35]. C 3T0ii 1eAbl0 OOBIYHO
MCHOJb3YIOT KOMITbIOTEpHYIO ToMorpaduio (KT) wiu
MPT rpynHo#l K1eTKu, 3a0pIOIMIMHHOTO MPOCTPaHCTBA
u majoro tasa. Usmenenus npu MPT npu nanHoi na-
TOJIOTMM OOBIYHO HE3HAUYUTEIbHBI UM MaJIOMHGpOpMa-
TUBHBI. JIMarHOCTUYECKYIO 3HAUMMOCTb UMEIOT MOBbI-
IIeHNue TUTpa aHTH-Ri-aHTUTET B CBHIBOPOTKE KPOBU,
BBISIBJICHNE HE3HAYUTEIBHOTO JTUMQOIMUTAPHOTO TIJIe-
OLIMTO3a U OJIMTOKJIOHAJIIbHBIX aHTUTE B LIepeOpOoCHu-
HaJbHOM XXUAKOCTU, HAJIMYKME HEMPOHAIbHBIX TOBEPX-
HOCTHBIX aHTUTEHOB.

L. Zuliani 1 coaBT. NpemIOXUIN AUAarHOCTUUYECKUE
KPUTEepU CUHAPOMA C HEHPOHAIbHBIMU ITOBEPXHOCTHBI-
MM aHTUTeHaMU (CM. PUCYHOK) |36].

IIpu auddepeHMaTbHOM AMarHo3e pas3aiuyaloT
COM u nereneparuBHbie 3a0oeBanust LIHC (crmuHoI1e-
pebesusipHast atakcus, AeMeHLMs ¢ TejbllaMu JleBu,
KOpTUKOOa3albHasl JereHepalysi, CTBOJIOBBII aHLeda-
JuT, 6oe3Hb Kperitidenbara—Akoda), neMUeTMHU3U -
pytomue 3a6oneBanus LITHC (ocTphIif paccessTHHBIN 3H-
1eaJOMUEIUT, PacCesSTHHBIN CKIePO3), TOKCUYECKYIO
Wi MeTaboInyecKylo dHIiedalonaTuio, MOCTAaHOKCU-
YyecKUil MMOKJIOHYC (cuHApoM JlaHca—Amamca), Mpo-
IrPEeCCUPYIONIYI0 MUOKJIOHUYECKYIO aTaKCuio (CHUHAPOM
Pamces—XanTa), I0HOIIECKYI0 MUOKJIIOHNYIECKYIO DTTH-
JIeTicuio, sHIedanonatuio XamumoTo [37]. C psae ciy-
yaeB cJ10KHO pas3nnuuth COM u reHepaain30BaHHBINA THUK
(6one3nub Kuytb e ya TypeTra), KOTOPBIM OTIMYaeTCs
OT MEePBOTO Pa3BUTHEM BOKAIM3AIUM (HETTPOU3BOIbLHBIM
MPOU3HECEHNEM HEeapTUKYIUPYEMbIX 3BYKOB MU OpaH-
HBIX CJIOB).

JI1s MCKJTIOUEeHHUS SIMJIENITUYECKOIO reHe3a MUOK-
JIOHUWT BaxKHOE 3HaYEHUE UMEIOT Pe3YJIbTaThl BUIEOICK-
TpoaHIedanorpapuueckoro MCCAeq0BaHUs, KOTOPOE
IMO3BOJISIET IIPOBOAUTb CUHXPOHHBIM aHAIN3 BUIEOU300-
paXeH!sI MUOKJIOHUM M aKTUBHOCTH KOPKOBBIX HEWMPO-
HOB. [Ipn MMOKJIIOHUSIX, OOYCIIOBICHHBIX Pa3IUIHBIMUI
dopMaMM BIUICTICUU, PETUCTPUPYIOTCS ITIOJIUIIHNKH,
KOMILJIEKCHI «OCTpasi/Me/UIeHHasl BOJTHA», «ITUK/TIOJH-
MUK-MeaJIeHHas BojHa», a mpu COM snunentudopMHas
aKTUBHOCTbB, KaK IPaBUI0, He PETUCTPUPYETCS.
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JleyeHue

[ns ycmemHoro Jje4eHusl MapaHeolIacTUIecKoro
COM crenyeT 00s13aTeIbHO YAQIUTh OIYXOJb, OJHAKO
B OOJIBIIMHCTBE CJIyyaeB OIHON OoTepaluu OKa3biBaeTcs
HemocTaTto4yHo [5, 38, 39]. B xauecTBe KOMOMHMPOBaH-
HOW Tepanvy MNPUMEHSIOT aIPEHOKOPTUKOTPOIHBIN
TOPMOH WJIY €r0 CUHTeTUYECKH i1 aHAJIOT CHHAKTeH-ETO0,
KOPTUKOCTEPOUIbI (IeKCaMeTa30H, METUIITTPETHU3O0JIOH),
MMMYHOCYIIPECCAHTHI (a3aTUOMPUH, METOTPEKCaT), BHY-
TpuBeHHbIe UMMYHOTTIOOYUHBL [31]. TIpenaparst mon-
OUparTCs MHAWBUIYATbHO M OOBIYHO Ha3HAYAIOTCS TN -
TEJbHO B BUJE MOBTOPHBIX MHOTOYMCIEHHBIX KYpCOB
mysbc-Tepanun. OnrcaHbl TOJIOXUTEIbHbBIE Pe3YIbTaThl
pUuMeHeHus 1azmadepesa, OIHAKO y IeTel 3TOT METO/
JIEUeHMS UCII0JIb3yeTCs orpaHnyeHHo [1]. A. Wong u co-
aBT. TTOJYYWJIU TIOJIOKUTENIbHbBIE PE3YIBTAThI TPU UCTIONb-
30BaHMU MOHOKJIOHAJIbHBIX aHTUTEN K OCOOBIM PEIIETITO-
pam B-numdorntos Ha mpuMepe putykcumada [12, 40].
ITo nanueiM M. Pranzatelli u coaBT., MO3UTUBHBIEC KJIU-
HUYEeCKMEe M UMMYHOJIOTMYECKHUE CABUTU (KOJIMYECTBO
CD19 u IgM B cbiBOpOTKE U 1IepeOPOCTTUHATBHOM KU1~

KOCTH) Tiociie 4 nHby3uii putykcumada (375 mr/m?) oT-
MeueHbl y 81 % neteit ¢ COM [31]. Y maumMeHTOB C Jier-
KOl M cpedHell TskKecTbio 3abosieBaHUS (IO LIKaje
JBUraTeJbHbIX GYHKIMN 1—24 6ajia) MOXHO OTpaHU-
YUTHCS TIPOBEAEHUEM CHMIITOMAaTUYECKOW Teparuu.
C 11e71p10 KOPPeKIINU MOBEAEHUYECKUX HAPYIIEHU MO0~
Ka3aHbl CeaTUBHbIC CPEACTBA M aHTUIICUXOTUKHU. [1J1s
YMEHBIIICHU HeTIPOU3BOIbHBIX ABMXKEHUM Ha3HAYAIOT
aTUIMTMYHBbIC O€H301Ma3eMMHbI (KJIOHA3emaM) U TIPOTH -
BOCYJIOPOXHbBIE CPEACTBA (JIAMOTPUIKMH, TOMMPaMar,
BaJIbIIpOeBas KUCIOTA).

IIporHo3 y 6oibHbIX ¢ COM 3aBUCHUT OT TSIKECTH 3a-
OoJieBaHUS B 1e0I0TE, KOJIMYECTBA 0OOCTPEHUI 1 BpEMEHU
C MOMEHTa HavaJja MaTOTeHETUYECKON Teparuu.

JarnioyeHue

TakuMm obpazom, COM mpencTaBisieT coboit mocTa-
TOYHO YHUKAJIBHBINM KIMHUUYECKU cHapoM. HeoOxomm-
MbI JaJIbHEHIINe UCCIIeA0BAaHUS OHKOHEBPAJIbHbIX aHTH -
TeJ U IaTOTeHe3a 3TOro 3aboJieBaHUsI, ITOMCK HOBBIX
crneruIecKUX METOIOB JICUCHUS.

wnm

OCHOBHbI€ CUHAPOMbI 6€3 TUMUYHBIX MOBEPXHOCTHbIX aHTMreHoB (COM)

BO3MOXHbl€ CUHAPOMbI C HEMPOHaNbHbLIMU NOBEPXHOCTHLIMU aHTUTEHaMM,
YacTU4Hble CUHAPOMbI U HEeU3BeCTHbIe criy4yaun, oTBevatrllimne Kputepusam:
* OCTpoOe unu nogocTpoe Havyano;

* npu3Haku Bocnanexus LIHC;
¢ UCKITOY4eHUe Apyrux npuynH

MonoxutenbHbie
aHTUOHKOHeBpanbHble AT

OTpuuaTtenbHble
aHTUOHKOHeBpanbHble AT

MonoxuTtenbHble
NOBEPXHOCTHbIE HeMpOoHanbHble Al

Cneundmyecknii OHKOMOMUCK
(TepaToma, TUMOMa) +
VMMyHOMOAYNUpYtoLas Tepanus

HanpaBneHHbIN
OHKOMOMUCK

OTpuuaTenbHble NOBEPXHOCTHLIE
HeWpoHanbHble Al

|

GAD-AT unu knuHnyeckoe
noaTBepxAeHue 3a6oneBaHus

|

MMmyHOMoaynupytowas Tepanusi

HeT oTBeTa
Ha UMMyHOTepanuio

EcTb oTBeT
Ha UMMyHOTepanuio

HeT oTBeTa
Ha UMMyHOTepanuo

EcTb oTBeT
Ha UMMyHOTepanuo

OnpeaeneHHbIN
COM c HeipoHanb-

noBepXHOCTHbIMMU Al

BeposTHbI COM ¢ HelipoHanbHbIMKU

Bo3moxHbIn COM ¢ HeilipoHanbHbLIMU
NoBepXHOCTHbIMU Al

HbIMMW MOBEPXHOCT-
HbiMu Alnpu

HaxoxaeHun
onyxonu

Mpu oTcyTCTBMM OTBETa Ha UMMYHOTepanuio Heo6xoAUMOo
nepecmoTpeTb AUarHo3 u/unu NoBTopUTh
VMMYyHOTepanuio

Juaenocmuueckue kpumepuu COM c netiponanshvimu nogepxnocmuwvimu anmueenamu [36], adanmuposano E.A. Kanmumupoeoii. AT — anmumena, AT —
anmueenst, [THC —napaneonsacmuueckuii Heeponoeuyeckuii cundpom, LIHC — yenmpanvras HepeHas cucmema
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