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MNapaHeonnactuyeckas nyabipdartka ([MHIN) — ogHa n3 HaMMeHee N3y4eHHbIX 1 PEAKNX DOPM BYNNEe3HbIX
[epMaTo30B, NpoTekalownx Ha oHe Heonnasun. B gaHHoM cTatee NpeAcTaBeH nMTepaTypHbli 0630p
MHOIONETHEr0 MEXAYHAPOAHOro OMbiTa AePMAaTONOroB B OTHOLLEHWN STMOOMK, NaToreHesa, anarHo-
CTVIKM U NevenHns gaHHoro 3abonesaHns. o pesynbtatam MCCnenoBaHuin 0TeHECTBEHHbIX M 3apybex-
HbIX aBTOPOB NMPOW3BEAEHA CUCTEMATM3ALIMA COBPEMEHHbIX METOA0B AnarHoCcTUKK MHIT 1 BbiSBASEMbIX
npv 3TOM aHTUrEHOB.
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Paraneoplastic pemphigus (PNP) is one of the least investigated and rare forms of bullous dermatoses,
which comes from underlying neoplasm. The article presents a literature review of dermatologist’s long-
standing international experience about etiology, pathogenesis, diagnostics and treatment of this disease.
According to the research results of native and foreign authors systematization of modern diagnostic
methods of PNP and detectable antigens was performed.
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I Bsepenne

MapaHeonnactuyeckasa nysbipyatka (MHM) — ayTo-
UMMYHHbIN  6YynnesHbln  gepmartos3, accouMMpOBaHHbLIN
C OHKOMNOrM4yeckMMM 3ab0fieBaHVAMU U XapakTepuayto-
LLIMIACA TAXKENbIM NOPaXKeHNeM KOXM, CIIM3UCTbIX 060M0HeK
N BHYTPEHHMX OPraHoB C PasBUTUEM XU3HEYrPOXaroLLero
COCTOSIHMS BCIIEACTBUE NOSBEHNA B OpraHn3me 60nbHOro
ayToaHTUTEN NPOTMB GENKOB CEMENCTBA MNakKUHOB (Nepu-
nnakuHa, 3HBOMMaKknHa, AeCMonnakuHa n ap.), Aecmorneu-
HoB 1, 3 U nnakorno6umHa.

Brepeble TepMuH «MapaHeonnacTuyeckas ny3sbipyar-
Ka» Obl1 NpeanoXeH Hay4yHoMy BpavyebHOMY COOOLLECTBY
B 1990 rogy Anhalt n coaBT. [1], X0Ts 3agonro oo 3Toro, B cTa-
Tee 1964 rofa, MotekaesbiMm H.C. 1 coasT. 6611 Npeanpu-
HSATbI NOMbLITKW NPOCNEANTb MPUYNHHO-CIIEACTBEHHbIE CBA3N
C YCTaHOBMEHNEM 3aBMCUMOCTIN MEXAY 3M0KaYeCTBEHHbIMU
HOBOOGPA30BAHMAMM 1N UX KOXHbIMW MPOSBAEHUAMA [2].
B HacTosiLLiee Bpemsi BCe 60MbLUYIO NOMYNAPHOCTL nosyyaeT
noHsitne NMAMC — «napaHeonnacTM4ecKkMin ayTOMMMYHHbIN
MySETUOPraHHbIN CUHAPOM>», MPeANoXeHHbIn B 2001 rogy
Nguyen u coasT. [3] n oTpaxaroLmii CUCTEMHBIN xapakTep
3abonesaHnsi C NOSIBIEHWEM B OpraHn3me KIeTOK-MuLLe-
HeW, psfa ayToaHTUTEN 1 BOBMEYEHWEM B MAaTONOMMHYeCKUi
npoLecc BHYTPEHHMX OPraHoB.

MHIM kak Hozonornyeckas popma nysbip4aTku BCTpe-
YaeTca OOBOMbHO pPedKko, OOHAKO ee MosiBfieHne B Buae
pe3ko 60ne3HEHHbIX My3bIper N 3p03n HEM3MEHHO BedeT
K YXYAWEHWIO COCTOAHMS MaumeHTa, OTArowas Te4veHue
OCHOBHOrO (OHKOMOrmyeckoro) 3aéonesanus [4]. B 3apy-
6exHon nuteparype onvcaHo nopsaka 500 cnyvaes IMHIT,
4yTo cocTtaBnfeTr 3-5 % OT BCeX 3aperncrpyMpoBaHHbIX
cnyyaeB nysbipyaTku [3, 21]. BonetoT npeMmyLLecTBEHHO
nogu B Bo3pacTe 45-70 neT BHe 3aBNCUMOCTU OT NOSTIOBOM
NMPUHAAIEXHOCTH, HO CYLLIECTBYIOT AaHHbIE O Cly4asx 3a-
6onesaHus cpegu peten [20].

Onsa 6bICTPO M TOYHOW nocTaHoBKW auarHosa [MHI
Anhalt n coaBT. paspa6oTanu psi KpuTepues, OCHOBbI-
BasCb Ha 0COObIX KNNMHUYECKNX, TMCTONOMNYECKUX N UMMY-

Tabnuua 1. Kputepuu napaHeonnactiyeckoi nysipyarku no Anhalt n coasr. (1990) [1]

Table 1. Diagnostic criteria for paraneoplastic pemphigus by Anhalt et al. (1990) [1]

HOJMOMrMYECKNX NPOABEHUAX 3aboneBaHus, nNpeacTaBneH-
HbIX B Tabnuue 1.

Ha paHHbI MOMEHT CyLLecTBYIOT MNepecMOTPEeHHbIe
B 1993 rogy AnarHocTuyeckmne Kputepum, paspaboTaHHble
Camisa n Helm n npegycmatpvBatoLime pasfeneHve Bcex
KpuTepues Ha 6onbLuve n marele [6].

Insa noctaHoBkM pgumarHo3a [MHIT goctatoyHO Ha-
nuuns Tpex 60AbLWKX UK ABYX 60MbLUMX U OBYX MasbiX
Kputepues [6].

Jruonorus

CornacHo npefcTaBfieHHbIM B nuTepaType AaHHbIM
cnyyan BoO3HUKHOBeHus MHIT o6ycnoBneHbl OHKOMOrnye-
CKMMM 3a60neBaHusIMK1, NaBHbIM 06pa3oM remMaTosioru-
Yeckoro npodunsa. Ha gonto nocnegHuX nNpuxoguTcs OKo-
no 84 % BCex OHKOreH-B3aMMocCBsi3aHHbIX cnydaes [MHI,
npwv 9TOM YAEeNbHbIN BEC HEXOLXKMHCKUX TIMMEOM COCTaB-
naet 38,6 %, XpoHuyeckoro numagornerikosa — 18,4 %, 60-
ne3nn KactnemaHa — 18,4 %, TuMmoMm — 5,5 %, 60ne3Hun
BanbpgeHctpema — 1,2 %, numdomMm XogxknHa — 0,6 %
[7]. OpHako Bce 4alle MOXHO BCTPETUTb OMy6GIIMKOBaH-
Hble Hay4Hble cTatbk, roe MNHI accounmnpoBaHa ¢ onyxo-
NAMU  3NUTENMANbHOrO MPOUCXOXAEHUS (KapuvHoMamu)
NN MeseHxumanbHoro (capkomamu). CyLuecTBYHOT cBe-
JeHva 06 afeHoKapuMHOMax TOSICTOM KULLKMK, NOOKeny-
OOYHON Xenesbl, MOSIOYHON Xenesbl, NpoCcTaTthbl, NeYeHu,
A3blKa, MaTKW, MNoyek, 6a3afibHOKMETOYHOW KapuWMHOME,
MenaHoMe W T-KNeToyHon nMMdoMe, OCIOXHUBLLMXCS
KOXHbIMU nposieneHnamu HI. 3 onucaHHbIX cnyyaes
MHM B accoumauumn ¢ capkoMamm cemb 6bInM capkoMamm
13 (PoNNUKYNAPHbIX OEHAPUTHBIX KMETOK, YeTblpe — BOC-
nanuTenbHbIMM ~ MUOPUOPOBNACTUHECKMMU  OMYXONAMU
M HabnganMcb eguHNYHbIE CydYan NMnocapkoMbl, Neno-
MMOCAPKOMbI, 310KA4E€CTBEHHOM LLBaHHOMbI, HU3KOOUM-
hbepeHUMpPOBaHHOM CapKOMbl, PETUKYNAPHO-KNIETOYHOM
CcapkoMbl U HeknaccuguumpoBaHHbIX capkom [8]. MNpose-
OeHHbIn aHanu3 cnydaeB [MHI, npegctaBneHHbIX B -
TepaType, YCTaHOBWI, YTO B NoAaBnsAloLLEM 6OSbLUNHCTBE

KnuHn4eckue nposisneHns

Hanuyne 601€3HEHHbIX 3p03UIA HA CANSNCTLIX 060104KaX U NOIMMOPHBIX KOXHbIX BbICbINAHNI

[MCTONOrMYecKMii MeTo ANarHoCTUKN

VIHTpasnuaepmanbHbIn akaHTONU3, HEKPO3 KEPaTUHOLMTOB 1 BOCNANUTENbHAS UHAUNLTPALMS

BONM31 6a3aIbHON MeMOPaHbI

MeToa npsaMoit UMMYHOM00PECLEeHLNN

O6HapyxeHue IgG n oTnoxeHuit C3 KOMMNOHEHTA KOMNIEMEHTA HA MOBEPXHOCTYU KEPATUHOLMTOB

n/nnn Ha 6a3anbHoON MembpaHe

MpucyTcTBIE B CbIBO
(nepunnakuny (190 k[la

VA Henpsmoin, Henpamas PU®, npsamas PU®

0TKe KpoBM ayToaHTUTeN Knacca lgG k 6enkam cemeincTBa niakuHoB
1 aHBonnakuhy (210 k[la)) — KOMNOHEHTamM MHOTOC/I0AHOTO NA0CKOr0

ANUTeNnAa, BCEX TUNOB OAHOCIOUHOIO U NEPexoaHOro anuTenna

MmyHonpeuunuTaumns, UMMYHOGNOTTUHT

XapakTepHble KOMMEKCb, COCToALME N3 YeTbipex 6enkos (250, 230, 210 n 190 k[a)

1 06HApY>XNBAeMble B CbIBOPOTKE KPOBM

Tabnuua 2. Kputepun MHM no Camisa 1 Helm (1993) [6]

Table 2. Diagnostic criteria for paraneoplastic pemphigus by Camisa and Helm (1993) [6]

MonumopdHbIe MOPaXeHNs KOXMN 1 CIIN3NCTLIX 060104eK;

bonbLune kputepun

Hanuyne conyTCTBYHLLEN HEONNa3nu;
HasM4me B CbIBOPOTKE KPOBM CMELNUYECKUX aHTUTEN éK nepunnakuny (190 k[a), ansonnakuny (210 k[a),
aHTureHy 6ynnnesHoro nemduronga 1, unu B

A1(230 k[da), secmonnakuHy 1 (250 k[1a)

rVICTOJ'IOFVHBCIfVIE NPU3HAKN aKaHTONN3a; N
CBEYEHME MEXKNETOYHOr0 NPOCTPAHCTBA U 6a3abHOM MeMOpaHbl BCAIEACTBINE HANUYUs OTNOXEHWIA IgG 1 KomnnemeHTa

Manble kputepum

npu NPAMOoi UMMYHOMTHOOPECLEHLN;

CBEYEHNE MeXKNETOYHOr0 NPOCTPAHCTBA M 0671acTIN 6a3aNbHO MeMOPaHbI NEPEXOAHOTO ANUTENNS MOYEBOTO NY3bIPS KPbICHI,
06pa60TaHHOT0 CbIBOPOTKOIA KPOBU 6OMbHOTO, MPY HENPAMOW UMMYHOMI00PECLEHLMM
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BO3HUKHOBEHME 3a60neBaHns CBA3AHO UMEHHO CO 3r0Ka-
YeCTBEHHbIMW onyxonamu. Npu 3TOM «CMUCOK» MX NOCTO-
SIHHO nonosnHseTca. Cpean [O6POKa4ECTBEHHBLIX OMyXOsen
nMaupyoLmMe nosvuumm nNpoposrkaeT 3aHumartb 60Me3Hb
KactnemaHa, 3a KOTOpoW crnegyeT TMMOMa, O MOSIBIEHUN
WHBbIX OO06POKAYeCTBEHHbIX OMNyXonen, acCoLMUMpOBaHHbIX
¢ MHI, B nuTepatype He ynoMuHaeTcs. TeM He MeHee Tpur-
repHeiMun daktopamu passutua MNMHIM He Bcerga aBnsoTCA
Onyxosesble MPoUecchbl, UMM MOTYT MOCAYXWUTb LUTOTOK-
CUYecKue NeKkapcTBEHHbIE CPefcTBa unv paguoTtepanus,
3anyckarowme obpasoBaHve ayToaHTUTes, MOAOOHbIX TEM,
4YTO (POPMUPYIOTCA MPU OHKOSIOrMYECKUX 3abonesBaHuax
[9-14]. YacTo IMHIT sBnaeTca 0CHOBHLIM W €QUHCTBEHHbBIM
NnoBoAOM obpalleHusi NauneHToB 3a MeauMLUMHCKOW MOMO-
b0, MpU 3TOM B Mpouecce obcnefoBaHus AnarHoCTu-
pyetca onyxosb. [103TOMy KaxAbli KOHKPETHbIA cryyan
BO3HUKHOBeHMA [HI gonxeH BbI3biBaTb OHKONOMMYECKYHO
HaCTOPOXEHHOCTb Yy flevallero Bpaya.

Nartorexes

MosiBneHve nysbiper 1 3p03nin y HOBOPOXAEHHBLIX Mbl-
LLe NpU MHBbEKLIMN UM CbIBOPOTKM OT NaLMEHTOB, 6OMbHBIX
MHIM, pokasano naTtoreHeTU4ecKyl ponb ayToaHTUTen
knacca IgG B BOSHMKHOBEHUW KOXHbIX NOpPaXXeHWi Npy faH-
HOM 3a6onesaHuu [1]. MuLleHbl0 06pasyoLLmnXC ayToaH-
TUTEN CTaHOBATCHA 6ENKM cemMencTBa MNakuHOB, KOTopble
hopMMPYIOT MNACTUHKM MPUKPEMIEHUS U NMPOMEXYTOYHbIE
hmnameHThbl, ABNAIOWLMECA CTPYKTYPHBIMW KOMMNOHEHTaMU
JecMocoM u nonygecmocoM. CeMeNCTBO NIakUHOB BKIIHO-
YaeT aHBoNNakuH (210 kda), nepunnakuH (190 kMda), aH-
TUren 6ynnnesHoro nemduronaa 1, nnm BPA1 (230 kMa),
necvonnakud 1 (250 k[a), pecmonnakuH 2 (210 kMa),
nnekTuH (500 kMa) n anbca-2-makpornobynmH-1 (170 kd).
OpHako, NOMMMO BbILLEHA3BaHHbIX aHTUIEHOB, MULLEHBIO
ayToaHTUTEN TakXe CTAHOBATCHA XapakTepHble ANs BYfb-
rapHom v NUCTOBWAOHOWN Ny3blpyaTku 6enkun — pgecmorne-
nH 3 (130 kda) v gecmorneunH 1 (160 kOa) [1, 15, 16]. Pag
aBTOPOB CUYUTAET, YTO MMEHHO OHWU UrpatoT BedyLUyo Posb
B HavanbHbIx cTaguax passutusa MHIM [23—-25]. OcobeHHo-
CTbiO MNIAKMHOB MO CPaABHEHUIO C fleCMOrfienHamMun ABnseT-
Csl X NnokKanusauusi He TONIbKO B MHOIOCITIOMHOM MJTIOCKOM,
HO N B OQHOC/IOMHOM U B nepexogHom anutenun [17, 18].
Bce Bblwecka3aHHOe 06ycnaBnvMBaeT He TONbKO MMCTONO-
rMYECKYI0 KapTUHY, KOTopas BKNOYaeT MHTpasnugepmManbs-
HbIl aKaHTONMM3 C HEKPO3OM KepaTVHOLUUTOB BCNeacTBUe
pas3pyLUeHns MEXKNETOYHbIX KOHTaKTOB ayToaHTUTenamu,
HO W MopaxeHue BHYTPEHHUX OpraHoB C BOBMEYEHWEM
Xenyao4Ho-KMLLEYHOro TpakTa, pecnupatopHOro Tpakrta
1 MOYenonoBon cuctemMbl. OTClOga CTAHOBUTCS MOHATHBIM
No3TUBHAsA peakLus B BUAE CBEYEHWSA KNETOYHbIX MOBEPX-
HOCTel KepaTMHOLMTOB NPV NPOBEAEHUN HEMPAMOW UMMY-
HOMhoopecUEeHLUMN C NMULLEBOOOM 06€3bsiHbl, MOYEBbLIM
nysbipem, NerkuMm u MMokapaom Kpbicel [19].

CoBpeMeHHaa koHuenuusi natoreHesa [MHIM noppa-
3ymMeBaeT pasBuUTME OJHOBPEMEHHO ryMopasnbHOM W Kre-
TOYHON UMMYHHOW peakuun B OTBET Ha MNOSBMEHWE B Op-
raHn3me oryxonesblX aHTureHos [20, 21]. MymopanbHbIn
OTBET hOpMUpPYeTCs MpU PasBUTUN ayTOMMMYHHOW peak-
LN Ha KOMMOHEHTbI COBCTBEHHbLIX JECMOCOM C aKTMBaLm-
en T-xennepos, KOTOpble, B CBOK o4vepefb, MHOYLMPYIOT
obpasoBaHne ayTtoaHTuTen knacca IgG B-knetkamu [22].
Mpn 3TOM CcnekTp 06pasyloLLUMXCA ayTOaHTUTEN CIOXEH,
KpavHe pasHoo6paseH W HemnocTosiHeH. AHTWUTena K SH-
BOMNMAKWHY U NepunakvHy cuutaroTcs Havbonee cneuu-
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OUYHBIMKM MHAMKATOpaMn 3aboneBaHusl, OOHAKO Henb3s
MCKMIoYaTb OUAarHOCTUYECKYIO 3Ha4YMMOCTb ayToaHTuTen
K OpYyrMuM npeacTaBUTENsIM cemelcTBa nnakuHoB (230,
250, 210, 500 n 170 k[a), a Takxe gecmornenHy 1 u 3 [26].
AHTUTENa K 3TUM 6ENKOBbIM KNETOYHbIM KOMMOHEHTam
06Hapy>XuBalTCA NPU UCMOb30BaHNUN METOA0B UMMYHO-
npeuunuTaumm, tmmyHob6noTTnHra n ELISA (enzyme-linked
immunosorbant assay). Ponb kneTo4Horo uMmyHuTeTa B na-
ToreHese MHIMN nogTBEep>KAaeTca Takxxe MMMYHOIMCTONOMM-
YeCKMMW Haxogkamu B Buae MHUNbTpauMuM pasnnyHbIX
CNOEB KOXW aKTMBMPOBaHHbIMK CD4*-T-numdounTtamm,
CD8*-T-numdountamm, NpucyTCTBUEM Makpodaros, HaTy-
panbHbIX Kunnepos. O6Hapy>XeHO NlokasibHoe yBenmyeHe
YPOBHA MeQuaTopoB BOCNAaNEHNs, B HaCTHOCTU UHTepnen-
knHa-6 (UJ1-6), dhakTopa Hekpo3sa onyxonu anbga (PHO-a)
n nHtepdeporHa ramma (MH®-y) [3, 20, 26]. Kpome Toro,
[oKasaTenbCTBOM  y4acTusi  KMEeTOYHOro  MMMyHuUTeTa
B (hOpMMPOBaHNM MOPAXKEHUIN KOXW, CIIU3NCTLIX 060N04eK
M BHYTPEHHUX OPraHoB CiyXaT OnuvcaHHble cnyyau nauu-
€HTOB, 60sbHbIX [MHI1, ¢ oTpHUaTeNbHLIMU CEPOSIOrNYECKU-
MU peakumsamun [23].

B HacTosiLLee BpeMsa 00 KOHUa HEU3BECTHO, KakuM 06-
pas3om onyxosib BbI3bIBAET ayTOMMMYHHbIE peakLuu.

MpeanoxeHo MHOro pasHoo6pasHbIX TEOPUI, HU oaHa
M3 KOTOPbIX [0 KOHLA He foKasaHa.

1. o ogHow n3 Bepcui, MHI paserBaeTcs B pe3ynbTa-
Te MONEKYNAPHON MUMUKPUM U DOPMUPOBAHUSA NePeKpecT-
HOW peakumu aHTUTEN K OMyXONeBbIM aHTUreHam 1 aHTure-
HaM HopmarsbHoOro anutenua [26, 28, 30]. B cooTBeTCTBUMU
C [aHHOW Teopuen Ornyxonn 3KCMPeccupyroT Ha CBOeW No-
BEPXHOCTW 3nuTenuasbHble aHTUreHbl, YTO BMOJIHE TUMNWUY-
HO AN KapuuvHOMbI MNKW CKNepoaepMun, HO abConNtoTHO
HexapakTepHo ansa mHorux MNHMM-accounmnpoBaHHbIX onyxo-
nen (Hanpumep, TMMOMbI) [31].

2. [Opyrov LUMPOKO M3BECTHbLIA MeXaHW3M, O6bACHS-
o natoreHes MMHIM, 310 pacnpocTpaHeHue anUToMNoB
[3, 26, 32, 33]. daHHbI (heHOMEH 3aKn4aeTcsd B TOM,
YTO MEPBUYHBLIA aYTOMMMYHHbIA WX  BOCNANUTENbHbIN
npoLecc BbI3bIBAET paspyLUeHne TKaHen U «BbICBOOOXAe-
HMe» cneunduyeckmnx 6enKoBbIX KOMNOHEHTOB (3MUTOMOB),
B HOPME CKpbITbIX OT MMMYHHOW cucTemsbl. [losiBneHue
HOBbIX aHTUreHoB 3arnyckaeT MMMYHHbIN oTBeT [33]. Tak,
nosiBNeHne aHTuten K gecmornevHy 1, 3 — TpaHcMeMm-
6paHHbIM KOMMOHEHTaM — BefieT K paspyLUeHnio MemobpaH
KepaTUHOLMTOB, 3KCNo3numMM 6GefikoB cemMencTsa nnaku-
HOB U MOSABMEHWNIO aHTUTEN K HUM [34]. Henb3sa He ckasaTb
O BO3MOXHOW PONN LUUTOTOKCUYECKNX T-NMMAOLNTOB, KO-
Topble, NOBPEXAas KNeTkn anutenus (C 9KCno3uumen Ho-
BbIX @HTMIreHoB), CMOCO6CTBYIOT 06pa30BaHMIO ayTOaHTU-
Ten ¢ hopMMPOBAHNEM aHTUTENO-3aBUCMMOWN KIETOYHOW
uutoTokenyHocT (A3KL]). A3KL| BepgeT K noBpexpeHuio
KNEeTOK M pacnpocTpaHeHuto anmMTonos [35].

3. Ewe opgHa rmnoTtesa passBuTuUa ayTOUMMMYHHbIX pe-
akumn npu MHI — un36biTo4HaA NPOAYKUMS LUTOKMHOB
Onyxonbto, rnaesHbIM obpasom WJ1-6. NpeumyLliecTBeHHO
OaHHbIN MeXaHn3M xapakTepeH AN XPOHUYECKOro nnumdo-
Nenko3sa, HEXOLKKMHCKOM Nnmdomel, 6one3Hm KacTtenbma-
Ha [36]. UJ1-6 cTumynupyeT co3peBaHue 1 gudydpepeHun-
poBKy B- n T-nnmcountos u, kak cneactene, obpasosaHve
ayToaHTUTEN N pa3BUTME KNIETOYHOM LIUTOTOKCUHHOCTW.

4. Takxe 6bina BblABMHYTA rnnoTesa, YTo HEKOTopble
nMmdongHble onyxonu MOryT CaMOCTOSITENIbHO NPOAyLm-
poBaTb ayToaHTUTena K 6enkam HopMasbHOro anuTenus
YyenoBeka, B YaCTHOCTU K SHBOMMAKWHY, MNepuniakuHy
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n pgecmornevHy. U pelicteuTtenbHo, nposefdeHHas Wang
paboTa nokasana, 4To Npu KynsTUBUPOBAHWM in Vivo ony-
xonesbIX Knetok nauuweHTtoB ¢ [MHIM, accounmpoBaHHOM
Cc 6onesHblo KactnemaHna, ob6HapyxwusatoTcs B-knetku,
npogyumpytowme IgG [23]. OgHako CnNoco6HOCTb APYrux
OnyXosnen K CTOMb CIOXHOMY MEXaHU3My MHULMaLMmn ayTo-
UMMYHHbIX peakumii He nayvanacs.

OcnoxHexus

OtnuumtenbHbiM NpuaHakom IMHI aBnsieTca BoBnedye-
HMe B ayTOUMMYHHbI MPOLECC HE TOMbKO KOXM N CIU3UCTbIX
0605104eK (Kak Mpu BYNbrapHoOM unmM NMCTOBMOHON Mny3bip-
YaTKe) C MOosIBIEHMEM 3PO3UIA, Ny3bIpeW, NINXEHONOHbIX Na-
nyn, HO N BHYTPEHHUX opraHoB. Kak yxe 6blf10 0TMEeYeHO
BbllLle, faHHas OCOB6EHHOCTb O6YCMoBreHa, No-BUAUMOMY,
06pas3oBaHMeM ayToaHTUTEN K 6enkam ceMencTsa nnaku-
HOB, O6HAPY>XXUTb KOTOPblE MOXHO BO BCEX TUMNAX ANUTENMS.

OpHUM 13 camblx FPO3HbIX ocnoxHeHun MHI aenseTca
nopaxeHue pecrnmpaTtopHOro Tpakta ¢ pa3sMTnem obnurte-
puvpyloero 6poHxuvonuta, HabnwogaroLlieecs nNPUMEpPHO
B 20—40 % cny4aes NHI1 [3, 37-39]. [lo cnx nop HenoHATeH
MEXaHU3M BO3HWKHOBEHMS OAHHOIO OCMOXHEHUSA. YacTb
aBTOPOB HacTavMBaeT Ha OUCKepaTUHecKMX WU3MEHEeHUAX
KNETOK pecrnmpaTopHOro anuTenus, notepe MMu Mexkre-
TOYHbIX CBA3EN M OTCNOEHUN OT 6a3anbHOW MeMbpaHbl.
Acnvpaums Takmx KNeToK B aucTanbHble OTAesbl BO34yLU-
HOro TpakTa NPUBOAMUT K obnuTepaunm Menkux 6pOHXOB,
6POHXMON N anbBeonspHbIX MeLo4kos [3]. Apyrue aBTopbl
YTBEPXOAIOT, YTO UMEHHO ayTOaHTUTENA K NiakMHam urpa-
0T BEAYLLUYIO pOsib B NOJOOHbLIX UBMEHEHUAX, ABAACH NpU-
YNHOW BO3HUKHOBEHUS OGNUTEPUpPYIOLLIEro BpOoHXuonmMTa
[1, 3, 39]. A HegaBHee uccnegosaHune Hata 1 coaBT. Ha Mbl-
LUMHOW MoAenu MNo3BONWIO CAenaTb BbIBOL O KIHOYEBOW
ponn CKBaMO3HOM MeTannasvm B MHULMALUKN MOPaKeHWU
pecnupatopHoro TpakTa. og Bo3genctenem Hebnaronpu-
ATHbIX PAKTOPOB, NNOUPYIOLLMMU U3 KOTOPbIX CTAHOBATCS
6aKTepuanbHble U BUPYCHblE MHEKUNN, KypeHue U Babl-
XaHMe XUMMUYECKUX areHTOB, pa3BMBaETCs BocnanuTesb-
HbIi Npouecc W 3NUTENU npeTeprneBaeT MNepecTpPonKy.
Mpn 3TOM Ha NOBEPXHOCTU KNETOK 3KCMPECCUpYHTCs K-
TOMMPOBaHHbIE ANMAEpPMaribHble aHTUMEHbI, HA MOsIBNIEHNE
KOTOpbIX pearvpyeTr WMMMyHHas cuctema. PassuBaetcs
ayTOMMMYHHbIW ryMoparsbHbI 1 KNeToYHbIN oTBET [40].

OcnoxHenuve MHI B BMae o6nuTepupytoLLero 6poH-
Xnonuta Bcerga npuobpeTtaeT KparHe HebnaronpusTHoe
TeYyeHne C pas3BUTMEM TSXKENOW fObIXxaTenbHOM HepocTa-
TOYHOCTU M B 90 % cry4aeB SABMASETCS MPUHUHON CMEPTU
naumeHToB. BaXHO NpuWHATL BO BHUMAaHWE, YTO MepBbIMU
cumMnToMamMu pasBuBaloLLencs ObIXxaTenbHOM HepocTa-
TOYHOCTW CTAHOBATCA Nerkoe AUCMHOS UMW CYXOM Kaluerb,
npyv 3TOM JaHHble PEHTreHOrpaMm He UMEelT AMarHocTu-
YecKoro 3HayeHus. [losTomMy OCNoOXHeHWe, ocTaBasiCb
ONUTENbHO HeAMarHOCTUPYEMbIM, BEAET K 3HAYUTESNIbHOMY
CHUXeHWIO NapumansHoro aasneHus O, B KPOBK, Nporpec-
CUPYIOLLIEN TMNOKCEMUK, Pa3BUTUIO AbIXaTeslbHOW HeJocTa-
TOYHOCTU U neTanbHOMy ucxogy [39].

B nutepaTtype npeactasneHbl ciy4dau MNHI ¢ BoBnede-
HMEM B NaToNorMyecKunii NpoLecc HepPBHOM CUCTEMBI U pas-
BUTMEM MUAcTeHUU rpaBuc [41-45]. 3To OCnoXHeHWe Tak-
Xe MMeeT ayTOMMMYHHYHO nMpupoay 1 CBA3aHO C HaNIMYMEM
aHTUTEN K aueTUXONMHOBBLIM peLenTopam Ha nocTcuHan-
TUYECKOM MemMbpaHe MUOHEBPASIbHOMO CMHAanNca Unu K Mbl-
LeYyHON crneundunyeckon peLenTopHOn TUPO3UHKMHA3E.
Mpu 3TOM nNauneHTbl CTpadalT HapacTalLlen MblLLEeYHON
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€NaboCTbIO C MOPaXeHNeM pasHbIX rPynn MblLLL, YTO Yalle
nposiIBNAeTCH B PasBUTUMA OMNIONUKM, NTO3a W AUCIMHO3.
MposeneHHoe Wang nccneposaHne nokasarso, YTo OKOJSo
39 % naumeHToB ¢ lMHI McnbITbIBAIOT MbILWEYHYO cna-
60CTb [46].

CnepyeT OTMETUTL, YTO Hambonee 4actoe OCNOXHe-
Hue MMHI 3aknoyaeTca B pa3BuUTUn TXenNbIX, ANUTENbHO
CYLLECTBYIOLLUNX N BONE3HEHHbIX 3PO3UN, KOTOPLIE CyLLe-
CTBEHHO CHMXAalOT Ka4yecCTBO XW3HW naumeHTa, npuym-
HAIOT (Pu3nyeckoe N NCMxXo3MouMoHanLHoe cTpajaHue.
A rnaBHOe, KOXHble MOpaKeHWs MpUBOOAT K HapyLue-
HUIO 6apbepHON PYHKLMU KOXKU M CIIN3UCTLIX 060M0YEK,
YTO HEM3MEeHHO BefeT K NPUCOeONHEHUIO WHMEKUUN.
Ha dhoHe nposoaumor no nosody OCHOBHOro 3abornesa-
HUS UMMYHOCYNPECCUBHON Tepanuu 3TN UHMeKUMU npu-
obpeTalT reHepann3oBaHHbI XapakTep, pasBuBaeTcs
cercuc 1 nonuopraHHasa HeJoCTaToYHOCTb C BOSMOXHbLIM
netanbHbIM UCXOO0M.

COBpeMeHHbIe MeToAbl AUArHOCTUKKN

OnpegenexHne rmcTonorM4ecknx 1 MMMyHONOrMYECKMX
npuaHakos MHI B 6uonornyeckoMm maTepuane nauMeHToB
MMeeT 60bLLYI0 ANarHOCTUYECKYHO 3HA4YMMOCTb, NO3BOMSAS
Ha OCHOBE MPUHATLIX MeXAyHAapOAHbIX CTaHAapPTOB NocTa-
BUTb BbICTPbIA U TOYHBIA gnMarHo3 (Taén. 3).

Cnepnyer OTMETUTb, YTO UMUTONOIMYECKUA MEeTon
C OGHapy>XXeHNeM akaHTONMUTMYECKMX KNeTok TuaHka He-
crneundpmyer ansa MHM. OH nonoxuteneH v npyu Apyrux
6ynnesHbIX gepMaTto3ax M ykasblBaeT Ha npupoay pere-
HepaTUBHbIX U3MEHEHUIA KOXW (akaHTonus). Bcnepcteue
BbILLECKA3aHHOIro AaHHbIA MeTo4 UMeET Ans ANarHOCTUKU
MHM AMWb OpUEHTUPOBOYHOE 3HAYEHME.

Mpamas PUD aenseTca yaadHbIM METOAOM AMArHOCTU-
KM 6YnnesHbIX 4epMaTo30B U NO3BOMSAET ycrneLwHo andade-
peHumposartb MNHI oT gpyrnx dopm ny3blp4aTKu, rMaBHbIM
06pa3oM 3a CHET OAHOBPEMEHHOW perncTpaumm cee4eHus
IgG B MEXKNETOYHOM MPOCTPaHCTBE U B 30He 6a3anbHow
Mem6paHbl. OgHako 60MbLLOE KONMYECTBO JIOXKHOHEraTuB-
HbIX pe3yfnbTaToB HEe MO3BOMSAT MCMONb30BaTb MPAMYHO
PN® B kavectBe «30M0TOro craHgaprta». OTmevaetcs
BblCOKas cneunuyHocTb (83 %) Henpsimon PUD ¢ move-
BbIM My3bIPEM KpPbICbl B OTHOLLEHUW anarHoctukm MHM [1,
51], ogHako O6HapyXeHWe ayTOaHTUTEN MNPOTUB GEeNkoB
cemMencTBa NaknMHOB MOXET 6bITb XapakTepHO 1 onsa apy-
rmx [JepMarto30B, Hanpumep JfMCTOBMOHOW My3blpYaTKu
WU BYNIbrapHON ny3blp4aTKu.

MogBogs wuTor, cnegyetr ckasaTb, 4TO, HeCMOTps
Ha 3HA4YUTENbHOE KONMYECTBO UCCEAOBaHUA, BEOQyLUMXCS
B oOTHoweHun [MHI, MHoroo6pasve coBpeMeEHHbIX Ana-
FHOCTUYECKNX METOAOB W 6OSbLUON KIIMHUYECKUA ONbIT
OTEYEeCTBEHHbIX W 3apybeXxHbIX AepMaTOBEHEPOSIOroB,
anarHoctuka [lMHI aBnseTca KpanHe CROXHOW 3apadent.
PasHOpOAHOCTb  KIIMHWYECKMX MPOsiBAIEHUA 3aboneBa-
HUSA, NOMMOPEU3M KOXHbIX BbICbINaHWIA 06ycnaBnnBaroT
«pa3MbITOCTb» KIIMHUYECKUX KPUTEPUEB WU 3acTaBnsoT
nonaratbCs Ha [OOMOMHUTENbHbIE METOAbl ANArHOCTUKMW.
Ho paxe npu MCnonb30BaHUM UMMYHOMMCTOXUMUYECKUX
M UIMMYHOSI0MMYECKUX METOAOB COBPEMEHHbIN crneuuanncT
CTasflkuBaeTcs C 60SbLUMM KONMUYECTBOM JIOXHOOTpULA-
TeNbHbIX pe3ysibTaTtoB. OTOT hakT OCTPO CTaBUT Npobremy
OTCYTCTBUSA «3010TOr0 cTaHgapTa» anarHocTnku MHI, ko-
TOPbIA NO3BOMMUA Obl C 6ONbLLUON BEPOATHOCTLIO NOSy4aTb
0OCTOBEpHble pe3ynbTaTbl Y 6OMAbLUMHCTBA NALMEHTOB
C JaHHbIM 3a60feBaHnEM.
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Tabnuua 3. COBDSMEHHb\e METOZb! ANArHOCTUKIA NaPaHEONIacTNYECKom ny3blp4arkin

Table 3. Modern methods for the diagnostics of paraneoplastic pemphigus

Marepunan OnucaHue meToaa

Y70 BbIABNSAOT

AHTUreHbI, pa3Mepbl
6enkoB (k[a)

Lintonor

NYECKNIA MeTof,

Maskun-oTneyatku

| OKpatmnBaHue npenal&ams no PomaHoBCKOMY—
CO AHa 3po3uit

fumae. Mukpockonus

AkaHTONNUTUYECKME KNeTKK TuaHKa — KNeTKM annaep-
MuUCa, yTpaTMBLLME CBA3b C APYrUMU KNETKaMI B pe-
3yfibTate akaHTonusa. MpeacTaBnaoT coboi OKA{J rfible
6a30ChnIIbHbIE KNETKM C KPYMHbIM 84poMm [47]

[TaTomoponornyeckmnin MetTon

BbuonTtatsbl N3roToBneHune CPe30B MYy3bIPHbIX 3/IEMEHTOB
NopaXkeHHoi KOXW / CNN3NCTbIX 060/104€K C OKPACKOW rema-
KOXU, CAIN3UCTBIX TOKCUIMHOM-303MHOM. Mukpockonus
0605104€eK

fnctonorunyeckue npusHaku MHM 3asucat ot mopdosno-
rMYeCKOro BapuaHTa NnopaxKeHNs KOXMn 1 CIN3NCTbIX.
[Tpn3HaKK BKIKOYALOT:
® 2KAHTONM3 C (DOPMUPOBAHMEM MHTPA3NUAEPMANbHBIX
ny3slpeit;

e JICKEepPaTo3 U HEKPO3 KNEToK anuaepmMuca,
BAaKYOJIbHYI0 ANCTPOUI0 6a3asbHbIX KEPATUHOLMUTOB;
e BOCNASINTENIbHYI0 UH(WUIBTPALMIO BCEX CNOEB 3nuTe-
NS, NepUBACKYNAPHYIO UHDUABTPALUIO AEPMbl

VI®A Henpsamoii

CbIBOPOTKA KPOBU O6Hapy»eHue B CbIBOPOTKE KPOBW 1gG npoTus
CI'IEL}_VId)VI‘iHOI’O ons MMHM aHTurexa:

LCr3, ACI1, 3HBO- 1 NepunnakuH, necmonna-
KuH 11 2, BP230, nnektuH, 170 K[Ja aHTUreH,

MNakorno6uH) ¢ Mccneayemoil CbIBOPOTKOM

Mpu MHM Bo3MOXHO 06HapyxeHue 1gG K kaxxaomy n3
Ha3BaHHbIX AHTUTEHOB. Ha NpakTuMke Yalle NpoBOAAT
HUDA nns o6Hapyxenus IgG k ACT1 u AACI'3, noaTeep-
XJatLine LMarHo3 nysbipyaTku. Psag aBTopoB yTBEp-
m(gam BbICOKYH YYBCTBUTEIbHOCTb 11 CNELUGUYHOCTD
N®A ¢ ncnonb3oBaHnem cy640MeHOB 9HBO- 11 Nepunna-
KnHoB [48, 49]

Ccr1 (160 Kﬂa},
Cr3 (130 kfda),
9HBOMJIAKUH
(210 k[a),
nepunnakiH

sz(%go(%a?(m

[To ganHbIM Kosioc v JlykbsiHOBa [50], oéHagg)KeHme
aHBonnakuHa + [ACr3 u/unu BP180 u/unu BP230 + ACI1
naTorHoOMOoHMYHO ang MHM

Mpavas PN®

BuonTarbl yeno-
BEYECKOI KOXM
W CIIMBUCTBIX
060504eK

A3roToBnEHME CPE30B KOXI YEN0BEKA HA KPUO-
TOMe ¢ 06pabOoTKOI JaHHbIX CPe30B hiyopecuu-
pytoLLEel CbIBOPOTKON. AHANN3 NPUroTOBIIEHHbIX
Takum 06pa3om npenapaTtoB NPON3BOAAT HA
KOH(pOKanbHOM Na3epHOM CKaHUPYHOLLEM
MUKPOCKOME, NP1 3TOM OLIEHMBAKOT Hann4me
CBEYEHUS PUKCMPOBAHHBIX UMMYHOI06YIMHOB

K 6enkam cemeiicTea
NNakuHOB, CPen
KOTOpbIX Hanbornee
cneunuYHbIMM
cYNTaOTCS Nepu-

[unarnoctnyeckumn kputepuamu MHI B faHHOM cryyae
ABNAOTCS:
o 0TI0XKeHMe |gG B MEXKNETOYHbIX NPOCTPAHCTBAX
aNuAepMuUca Koxu;
o JINHEliHble f1eno3uThl IgG B 06nacTh 6a3anbHoiA

MemO6paHbl; nnakut (190 k[1a)
e 0JHOBPEMEHHOE 06HAPYXXEHWE ABYX BbILEHA3BAHHbIX 1 3HBONNAKNH
NpNU3HaKoB 0k[la)

Henpsamvas PN®

113roToBIEHNE CPE30B HOPMAJIbHO KOX I
Yyenoseka unu 6onee NPeanoYTUTENbHBIX —
MOYEBOr0 My3bIps KPbIChI, NULLEBOLA 0663bAHbI
U T.4. MpUroTOBNEHHbIA MaTepruan MHKY6UpyT
C CbIBOPOTKOM KPOBW, B3ATON OT 60nbHOro IMHIT.
Mocne 4ero 06pa6atbiBatOT NIOMUHECLIEHTHO
AHTUTN06YIMHOBOM CbIBOPOTKOA. [pn npocMoT-
pe npenapartoB Ha KOH(OKANbHOM Na3epHOM
CKaHUpYHLLEM MUKPOCKOME 06HAPYXWUBAKOT
cBeyveHNe — oTnoxeHue IgG (aytoaHTuTen us
CbIBOPOTKM KPOBU 60MBHOI0)

CbiBOpOTKA KE|OBVI
605ibHOro MHM.
buontatbl
HOPManbHOM Ye-
JIOBEYECKON KOXN
1 CAIN3UCTBIX
000/104€K; nuLe-
B0OJa 06€3bsiHbI;
MOY€eBOro ny3blps,
MuoKapga u
NErknx KpbIchbl

benku cemerictea
nnakuHoB, cpean
KOTOpbIX Haubonee
cneunguyHbIMM
CYNTAIOTCH Nepu-
nnakut (190 k1)
M 3HBONNAKUH
(210 ka) [16]

[ MHIT cyntaeTca naTorHOMOHNYHbBIM BbISBIIEHNE
CNeAyLMX 0TAENbHbIX MPU3HAKOB UK NX COYETAHWIA:
e 0TIOXeHNe IgG B MEXKNIETOYHbIX NPOCTPAHCTBAX
e 0TNIOXeHNe IgG B 30He 6a3anbHON MEMOPaHbI

IMMYHOGNOTTUHT
CbiBOpPOTKA KIEI)OBVI MocnenosateNnbHOe HAHECEHIE HA Y3KME NOMOC- lposiBneHMe NONepeYHO OKPaLLIEHHbIX TMHUA eCcMOnJakuH 1
nayuenTa ¢ [MHM KU-«CTPUMbI» (HA KOTOPbIX YXKe COPONPOBaHbI Ha NON0OCKax-«CTPUNax», COOTBETCTBYHOLLME (250 K%a), [ecmo-
HY>XHble aHTUreHbl — 6enku 250, 215, 190, 10 N0KanU3aunm aHTUreHam gecmonnakuta 1, nnakuH 2 (215 ka),
210 k[1a) cbIBOPOTKM 60NbHOr0, MEYeHHbIX (hep- [lecMOonJiaknHa 2, nepunnakmnHa u 3HBoNIakMHa nepuniakuA
MEHTOM aHTWU4€es10BE4ECKUX UMMYHOTI06YNHOB, (190 ka), aHsonna-
1 cybeTpara ¢ XpoOMOreHom Kuh (210 k[a) [16]
JNleyenue MHMN [3, 7, 23, 28, 52]. MNpn 3TOM 60NBLIMHCTBO aBTOPOB

Tepanua THI cknagbiBaeTcd M3 TPEX OCHOBHbLIX
HanpaBefeHW NIeHEHNs: yaaneHne Onyxosim Kak OCHOBHOIO
nctoyHuka MNHIM, cuctemHon pbapmakoTepanum ayToUMMyH-
HbIX MPOLIECCOB, 06YCNaBnMBatoLLMX Bynne3Hoe NopaxeHme
KOXM W CIIM3UCTbIX OBOMOYEK, a TaKke KOPPEKUMM comnyT-
CTBYIOLLMX NaTONoOrnn (06nutepupyoLero G6poHXMonnTa,
MUaCTEHNN rpaBuc, 6akTepmanbHbIX OCAIOKHEHUA U T.4.).

Pe3ekumns onyxonu fBMSETCA BaXXHOW COCTaBNSOLLEN
adppekTBHOrO nevenus IMHI [26]. B oco6eHHOCTN 3TO
crnpaBefiBO B OTHOLLEHWUN J06POKAYECTBEHHbIX Heomnna-
31N, TaKNX Kak 6o0ne3Hb KactnemaHa vnu Tumoma, Xu-
pypruyeckoe yaaneHne KOTopbIX B GOMbLUMHCTBE Cly4aeB
COMPOBOXAAETCA MOCTEMNEHHOW perpeccuen CUMNTOMOB

obpawaloT BHUMaHWe Ha 3PPEKTUBHOCTbL UHTpaonepa-
LMOHHOIO BHYTPMBEHHOIO BBEAEHUS MMMYHOrnobynu-
HOB B MakcuMalbHbIX TepaneBTUdeckux gosax 1-2 r/kr
C Lenbio CHWXEHWS TUTpa ayToaHTUTes, NpoayLmMpYOLLnX-
cs onyxoneio [28].

HanpoTue, yganeHve 3noka4ecTBeHHbIX HOBOO6pPa30-
BaHWA M NpoOBOAMMAS XMMMOTepanusi pegko MNpUBOASAT
K YNYHLIEHWIO COCTOSIHNA KOXHbIX MOKPOBOB WM CN3UCTBIX
obono4yek nauveHta. B paHHOM cny4dae 3ddekTUBHOM
SBNSETCA Tepanus, HanpasfieHHas Ha MoJaBfieHVe ayTo-
MMMYHHOro npouecca. lNpenaparamn nepeov NUHUKN AB-
naoTes rnokokopTnkocTepomapl (TKC) B BbICOKMX Jo3ax,
NPUMEHEeHNe KOTOPbIX JOMMKHO ObITb ANMTENbHBIM C O4YEHb
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MensieHHo oTmeHol. OpHako MoHoTepanusa TKC vacTo
He NPUHOCUT 3Ha4YMMbIX pPe3yfibTaToB, MO3TOMY B Ka4ecTBe
npenapaToB BTOPOW NIMHUN HAa3Ha4atoTCA LMTocTaTnyeckue
NeKapCTBEHHbIE CpefcTBa: LMKAOCHOpUH A, LmKnodocd-
ammg, asaTuonpviH, MukogeHonata mocpeTtun [53-55, 61].
Kom6uHaumsa 0,5—-1,0 mr/kr/ cyT npegHu3onoHa ¢ 5 mr/kr/
CyT umknocnopuHa unu 1-2 mr/kr/cyT umknodocdammnaga
SIBNAETCA LUMPOKO MCMOSNb3YEeMON CXEMOM NeYeHns y naum-
eHToB ¢ [HI1 ¢ gokasaHHbLIM TepaneBTU4eckUM 3PEKTOM
[53-56, 61]. Mpn oTCYTCTBUM NONOXUTENBHOM ANHAMUKM
BO3MOXHO BBEAEHNE MMMYHOCYNPECCMBHbIX areHTOB Tpe-
Tbel JIMHUM — BHYTPUBEHHbLIX WUMMYHOrNO6YNNHOB [57]
UNKn NpMMeHeHne nnasmagepesa, UMMyHodepesa 1 hoTo-
depesa [7, 58, 59]. Takxe BOSMOXHO yCreLHoe UCMOofb-
30BaHMe MOHOKIoHanbHbIx aHTutTen (MKA): putykcumaba,
MKA npotues CD20*-B-numdoumntos npu nedvenun MHI,
aCCOLMMPOBAHHBIX C HEXOMKKMHCKMMU nnmcbomamm [60],
anemtysymaba — MKA k CD52+*-B- n T-numcoumnTam un ga-
Knuaymaba — aHTaroHucTa UHTepnerknHa-2 peuenTopos,
6nokupytoLlero aktusaumio T-numcpoumTos [26, 35, 21].
BaxxHas ponb B niedeHuun nauymeHTos ¢ MNHIM otBogutca
KOpPPEeKLUMN COMyTCTBYIOLLEN NaTonornu: caHaumsa 3HOoreH-
HbIX O4aroB MHpeKuMM, a Takxke npodunakTnka BTOpUY-
HbIX MH(PEKUMI — HeoTbemsieMas cocTasnsioLLas Tepanum
BCNeACTBME MNPOBOAMMOrO MMMYHOCYMNPECCUBHOrO BO3-
pjencteus Ha opraHmaM. CuctemHas aHTubakTepuanbHas
Tepanus HasHavaeTcs AN NpeaynpeXxaeHus passuTusa Ts-
XernbIX Pe3UCTEHTHbIX MHMeKumi, cencuca n netansHOro
ucxoga. BckpbiTre MOKpbILWEK My3bipeit CONMpPOBOXAAETCH
obpa3oBaHNEM £3B U GONE3HEHHbIX 3PO3UA, 4TO TpebyeT
npoBefeHns afekBaTHOW aHanresun. lNopaxeHne poToBom
NnonocTu M MULIEBOAA 3HAYMTENbHO YXyALAeT KavecTBO
XXW3HM 1 NPOrHo3 3a6onesaHns BCeACcTBUE pasBUTUS OUC-
harmm n HapyLLeHust NuTaHus. B Takol cutyaumm ontumarns-
HbIM SIBAISIETCA NOCTAHOBKA HA30racTpanbHOro 3oHaa [23].

Mpo6nema ycTaHoBNEHUA AnarHo3a

«napaHeonnacTU4eckas ny3bip4yarka»

MHI asnsieTca TAXeNbIM, XXU3HeYrpoXaroLmm 3abose-
BaHWeM, Kak Mnpasurio, accouMmMpoBaHHbIM C Heonnasuemn
[61]. Mo ogHOMy M3 60nbLUMX KpuTepueB Camisa n Helm,
OMarHo3 «napaHeonnactnyeckas nysbipyaTtka» ycTaHab-
NMBAETCA MpU HanMyMu y naumeHTta Heonnaswm. OpgHako
B NuTepaType onucaHbl criydan NepBUMYHOro onpepene-
Hua MHI, 4To BBMAY OTHECEHWs ee K napaHeonnacTuye-
CKUM CUMHOPOMaM CRyXWT OCHOBaHWEM [Afsi nposefeHus
obcnefoBaHns NauMeHTa ¢ uenbio oHkonoucka [11, 62].
OunarHoctnyecknmn kputepuamn MNHIM, kak npaeuno, sB-
naeTcsa HannymMe 6051e3HEHHbIX 3PO3UIA Ha CRN3NCTON 060-
NOYKe MONoCTUN pTa, a Takxe MONMMOPMHBLIX BbICbINaHWUM
Ha KOXe (3puTemMaTto3Hble, NMXEHOMAOHbIE BbICbIMNAHWS),
HexapakTepHbIX AN UCTUHHOW aKaHTONMUTUYECKOM MNy3blp-
yatku. Mctonorudecku npu MHM nomumo cynpabasanb-
HOro akaHTonuM3a HabnigaeTcss HEeKpPO3 KepaTUHOLMTOB,
a Takxe nuxeHouaHbln nHUNeTpaT. MNpu nadopaTopHON
anarHocTtuke [MHI mMeTogom npsAMONM UMMyHodbnoopec-
LueHumn BbiaBnsloTcA oTnoxenusa IgG w/mnn C3-komno-
HeHTa KOMMNeMeHTa OfHOBPEMEHHO B MEXKIETOYHbIX
NPOCTpaHCTBaxX KepaTUHOUMTOB U BOOMb 6a3asnibHOM MeM-
6paHbl (ABNSeTCA NaTtorHoMoHWYHbIM Ans MHIM n nosso-
naet gudpdepeHumpoBaTb ee ¢ ApyruMu BapuaHtamu ny-
3blp4aTokK), 4TO HabnogaeTcs MeHee Yem B 50 % cny4vaes
[63]. Mo paHHbIM Poot 1 coaBT., aTa undpa He npesbIlLaeT
n 15 % [64]. Halle ob6HapyxXmnBarTca N30NNPOBAHHbIE OT-
NOXEHUA aHTUTEN NN60 B MEXKIETOYHbIX NPOCTPaHCTBaXx,
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nméo BAonb 6asancHo mMembpadbl. [lonHoe oTcyTcTBME
cBeYeHus B GuonTarax KoXu W/uam Cnmauctbix 0605104eK
npv nposedeHun NMN® BcTpeyvaeTca y NONOBUHBLI NaLneH-
ToB ¢ MHI [63]. Takne noxxHooTpuUaTeNbHble peaynbraThbl
BO MHOrom o6ycroBfieHbl marepuanamm 61oncum, cocTo-
ALWUMN N3 HEKPOTUYECKUX TKaHem nNnéo nUXeHOMAHbIX
anemeHToB. Takum obpasom, npsamas PUD B HacTosLwee
BPeEMSA MOXET NPUMEHATLCA B Ka4eCTBE OOMOMHUTENBHOMO
MeTopa amarHocTvky MHI, Tak kak MHOrvMe aBTOpbl YKa-
3bIBAlOT Ha HW3KYK 4yBCTBUTENbHOCTb Metoda. OpgHako
Mimouni n coaBT., nepecMmoTpeB Kputepumn Anhalt, nckno-
ynnu npamyto PU® 13 nocnegHux BCNeacTBue ero HU3Kown
ONarHoCTUYEeCKOM YyBCTBUTENBHOCTU [65].

BbICOKYt0 4yBCTBUTENBHOCTL MOKa3blBaeT MEeTof, He-
npsamon PUD npu BbIIBNEHUN ayTOAHTUTEN K MOYEBOMY
Ny3bIPtO KPbIChI U NULLIeBOAY MapTbIWKU. OH N03BONAET 06-
Hapy>XWTb CBEYEHNE MOYEBOro My3bIPsi KPbIChbl, B KOTOPOM
3KCMNPECCUPYIOTCA SHBOMMAKUH U MEepUnnakuH, HO He fe-
cmorneuHsl 1 1 3 — OCHOBHblE @HTUreHbl JIMCTOBUAHOM
1 BYNbrapHow nysbipyartku [66, 67].

Takxe B nuTepatype OTMeYEHO, 4YTO Y 40 % 6O0MbHbIX
MHI BbIABNAIOTCA ayTOAHTUTENA K aHTUreHy 6ynne3Horo
nemcuronga BP180 npu npumeHeHUn UMMyHODEPMEHT-
Horo aHanuaa (M®A) [68]. UDA npu IMHI Takxe BbiSBASeT
ayToaHTutena K gecmornenHam 1 m 3.

B kayecTBe «30/10TOr0 cTaHgapta» guarHocTvku MHI
B HacTosiLLee BpeMs NPUMEHSIOT peakumn MMMYHOoMNpeLmnm-
Taumm ¥ UMMYHOGNOTTUHI A, BbISIBASIOLLIME aHTUTENAa KO BCEM
JecMocomarnbHbIM npoTenHam: aecmorneunHy 3 (130 kD), ne-
cmornendy 1 (250 kD), BP230, gecmonnakuHy 2 (210 kD),
aHBonnakuHy (210 kD), nnekTuHy (>400 kD), nepuvnnakunHy
(190 kD), anunnakuHy 12 n gecmorneunHy 1 (160 kD) [69].

Taknm 06pa3om, cnegyeT caenatb BbiBOA, HTO KaX bl
cry4awn ny3bipyaTku, NOATBEPXKAESHHbIA NULLL FTMCTONornye-
CKM (HanuuMem akaHTonusa) u UMMYHOMTyOPECLEHTHbIM
mMeToAoM (BbisiBneHve IgG B MEXKNETOYHbIX MPOMEXYT-
Kax KepaTMHOUMTOB), HEOBXOAMMO paccMaTpuBaTtb C TOY-
KU 3pEeHnsi BOSMOXHOCTW NnapaHeonnacTMyeckom npupoasl
npouecca 1 NPoBoANTb [OMOSHUTENBHBLIA NOUCK aHTUTEenN
npv NOMOLLM BbICOKOCMNELM(PUYHOrO CKPUHUHIOBOIO METO-
na Henpamon PU®, MDA, nimmyHonpeumnMtaumm n uMmy-
HOGMOTTMHra. Takxe crnefyeTt obpallaTe BHUMAHME Ha TU-
NMUYHYIO KNUHUYecKyto kapTuHy MNHM, a uMeHHo Hanu4ve
TshKenoro ctomatuta (nosiBfieHne 601e3HEHHbIX A3BEHHbIX
NedeKTOB M 3p0O3MiA Ha CIIN3NCTOM 060SI04KE NOMNOCTH pTa),
NONMUMOPPHBIX BbICBINAHWIA (JINXEHOUAHbIE Nanysbl U 3pu-
TemaTto3Hble BbiCbiNaHus). Heo6xoOMMo TakXe MOMHUTb,
yto ansa MHIN xapakTepHO nopaxeHwe nuLlieBoaa, Xenya-
Ka, KMLEYHMKA W 3NUTENUs BPOHXOB (0BMUTEPUPYIOLLIMIA
6poHxunonuT) [3].

3aknioyeHue

OwnarHocTuka MNMHIM npeacTaBnseT cob6om KparHe Crox-
Hyto 3afavy. BonbLuoe Konn4yecTsBo ANarHoOCTUYECKMX OLLK-
60K, C KOTOPbIMX CTafKMBaeTcs Bpay-gepMaToBeHeporor,
06YCnoBneHbl TPYAHOCTAMU auddepeHumansHoOn amarHo-
CTMKM C MHbIMKW, 4acTO BCTpevalwUmmnca BapuaHTamm
aKaHTONMUTMYECKUX My3bIPHATOK (B YACTHOCTU, BySibrapHOm
ny3bIP4aTKOW), HECOBEPLUEHCTBOM CYLLECTBYIOLLNX Ha JaH-
HbIi MOMEHT METOAO0B AMArHoCTMKW. OTO obycnasnusaeT
6onee no3gHME CPOKWM YCTAHOBMEHMSA BEPHOro AuarHosa,
3aflepXKy B Ha3Ha4yeHUM HeoO6XOAMMOro NieYeHus 1 orpe-
OenseT TAXXKeCTb COCTOAHUA 60SbHOrO.

Onupascb Ha BbILLEN3NOXeEHHble KpuTepun Anhalt
n coaeT., Camisa n coaBT., a TakKxe Ha MPOBELEHHbIN



Abpamosoi T.B. aHanua 4yBCTBUTENLHOCTU U cCnieuuduny-
HOCTU COBPEMEHHbIX MeToaoB anarHocTuku MHMM, ana mak-
CUMarnbHO TOYHOM WM BbLICTPOM NocTtaHoBkM anarHosa MMHM
NPeanoXeH cneayoLwmi anroputm gencteun [1, 6, 47].

1. BbIsiBNeHWe KNNMHUYECKNX NpU3HakoB 3abonesaHns
npu usmkansHoM obcnefoBaHMn 60f1bHOro — BU3yalb-
HOe OBHapy>XeHue Mny3blper N 3PO3UN Ha KOXEe WK Chu-
31CTbIX obonoykax. (duarHocTnyeckas YyBCTBUTENbHOCTb
90,2 %, pnarHocTmyeckas cneungmyHocTb 98 %.)

2. MNMpoeefeHve naToMopdONOrM4eckoro mccnenosa-
HWA 6MONTaATOB MOPAXEHHOM KOXWN UAN CAU3UCTBLIX 060510-
Yek, HanpaBfEeHHOro Ha BbliBNEHWE akaHTonuaa. (OuarHo-
cTuyeckas 4yBCTBUTENbHOCTb 77,5 %, OnarHoctuyeckas
cneumdmyHocTb 100 %.)

3. O6HapyxeHue chnyopecLeHTHOro ceeyeHust (huk-
cvpoBaHHble IgG K 3HBOMNMAKWHY M NEpUnNakuHy) mMoye-
BOroO My3bIpsi KPbICbl MPU UCMOMb30BaHNA 1abopaTopHOro
meToga Henpamon PUD. (OunarHoctuyeckas HyBCTBUTENb-
HocTb 97,3 %, aMarHocTnyeckas cneumguyHocts 100 %).
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Ha ocHoBaHMM [paHHbIX, MOMlYYEHHbIX C MOMOLLbLO
CKPUHWHIOBOro metogda Henpsamon PUD, BO3MOXHO nopa-
TBepauTb anarHoad MNMHI, a Takxe npoussectn ee gude-
peHumnasnbHy0 AMarHOCTUKY C MHbIMW BapuaHTaMu ny3bip-
4aToK (B 4aCTHOCTW, C BYJSIbrapHOM N NMMCTOBUHOWN).

4. Mpn HanMyMM conyTCcTBYIOLLEN Heonnasmu 1 rnosno-
XUTENbHbIX PEe3ynbTaToB BbiLLENEpPeYNCIIEHHbIX METOOOB
ONarHoCTUKN C BbICOKOW [OCTOBEPHOCTHIO MOXET ObITb
nogreepxaeH avarHos MHI.

5. B cny4ae oTpuuartensHOro pesynsrata Mo Kako-
MYy-NMnM60 M3 NEpPEYUUCIEHHBIX BbIle MYHKTOB BO3MOXHO
npoBefeHNe [OMOSIHUTENbHbIX WCCefoBaHNA — UMMY-
HOGMOTTMHra (UNM 6onee YacTo NCMONb3YEMOro 3apy6ex-
HbIMM aBTOpaMu aHasIorMyHOro MeTopa npeuunuTaumm)
ona obHapyxeHusa gecmonnakuHa 1 (250 k[a), pecmo-
nnakuHa 2 (215 kMa), nepunnakuHa (190 kfda), sHBoMna-
kmHa (210 kOa) n npamoint PUD — oTtnoxenuii 1gG w/vnm
C3 KOMMOHEHTa KOMMNeMEeHTa B MEXKJIETOYHbIX MNpo-
CTpaHcTBax u/vnu saonb 6asansHon Memoparbl. [l
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