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COBPEMEHHBIE ACIIEKTHI JIEYEHUS ITY3BIPYATKHA
AKAHTOJUTHUYECKOU

bapuesuu WU. I'., Konkun /I, E.

I'poaHeHCKMIA TOCYAapCTBEHHBIM MEAULIMHCKUM yHUBEpCcUTET, I'. ['ponno, Pecriybmuka benapyco

Pe3tome. B Hacrosiiee BpeMsi akaHTOJIMTUYECKYIO Ty3bIpUatky (AIT) oTHOCST
K NPUOOPETEHHBIM ayTOMMMYHHBIM 3a00JjieBaHUsSIM. TedueHue. OOJE3HU TsHKEIOe,
XapaKTEepU30BAIOCh OOJIBIION IUIOIAAbI0 TMOPAKEHUs  KOXKH,  BOBICUEHHEM B
IPOLECC  CIAM3UCTBIX O0O0JIOYEK, YacTbIMU  PELHUIANBAMH~" HEOOXOAUMOCTBIO
HA3HAYEHHUSI BBICOKUX HAYaJIbHBIX CYTOYHBIX /103 TTIOKOKOPTUKOCTEPOUIOB.

KiroueBbie cJoBa: ayTOMMMYHHBIE 3a005eBaHus, Iy3bIpYyaTKa
aKaHTOJIMTHYECKasi, CUMITOM HHKOJIBCKOTO, IITIOKOKOPTHUKOCTEPOUIBI.

CONTEMPORARY ASPECTS OEBACANTHOLYTIC PEMPHIGUS
TREATMENT

Bartsevich 1. H., Konkin D. E.

Grodno State Medical University, Grodno, Belarus

Summary. Currently acantholytic pemphigus is related to evoked autoimmune
diseases. Clinical course is severe and is characterized by huge skin damage area,
involvement of mucous coats, frequent relapses, necessity of high initial daily gluco-
corticosteroid<doses.prescription.

Key “words: autoimmune diseases, acantholytic pemphigus, Nikolsky's
symptom, gluce-corticosteroid.

AKTyajdbHOCTh. Cpeau XpOHUYECKMX 3a00J€BaHUN KOXHU My3bIpuaTka
akaaronutrueckas (All) siBasieTcss OAHUM U3 CaMbIX TSXKEIBIX U TpeOyeT BpaueOHOTo
KOHTPOJISl HA TIPOTSKEHUU BCel KU3HU 00sibHOTO. [Ty3bIpuaTka mnpeacraBisieT coOoit
TsKEJI0e 3a00JIeBaHUE, COMPOBOXKArOIEecss 00pa30BaHUEM ITy3bIpel W 3pOo3uil Ha
KOXE U CIM3UCTBIX 000J0YKax. Y OOJBHBIX BBISABIISIIOTCS ayTOAHTUTENA K OeiaKam
MEXXKJIETOYHOM aAre3uu KEpaTMHOLUTOB KOXH, BXOJSIIMX B COCTAaB JIECMOCOM H
GOpMUPYIONIUX KOHTAKThl MEXKIY KJIETKaMH — JIECMOTJIEMHY 3 W JecMorjienHy 1.
Tax, npu Hamuuuu anturen Toiabko K JICI'3 y OonbHOro (hopMupyroTcs my3bpu Ha
CIIM3UCTBIX 000J0YKaX, HO KOXXHbIE TNPOSIBICHUSI OTCYTCTBYIOT. llpu Hamuumm
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antuten takke U K JICI'l mosiBisroTcs my3bipu Ha koke. Ha HacTosimmii MOMEHT
MEXaHU3Mbl TAaTOTEHHOTO JCHCTBUSI BCEX WACHTU(DUIIMPOBAHHBIX ayTOAHTUTEN
MHTEHCUBHO Wu3ydaroTcs. [Ipobmemoil sBisercs pa3sHOOOpasne BBISBICHHBIX
MUILIEHEH, paclio3HaBAEMbIX UMMYHHOU cuctemoi [ 1].

B nactosmee Bpemst AIl oTHOCSIT K TpHOOPETEHHBIM ayTOMMMYHHBIM
3a0oneBaHusAM. TPyIHOCTH B OLIEHKE pa3nuyHbIX cxeM JieueHus All cBsizaHbl ¢ TeMm,
4TO 3a0osieBaHuE SABIIAETCS OTHOCHUTEJIBHO MaJopacIpOCTPAHEHHBIM:
3aboneBaemMocTh coctaBisieT 0,5-3,2 cinyyas Ha 100 000 HaceneHus B roji, a 4aCroTa
BCTpEYaeMOCTH NIeMQuryca cpein BcexX JepMaTo30B He mpebimaeT 1-1,5% [2,3].

be3 neuenus 75% O60abHBIX TOTUOAIOT B T€UeHUE T0/1a. bosie3HeHHBIH MpoIecc
TSAHETCS HEeAENAMHU WA MecsiiaMu. boibHbIe XyA€I0T, TEPSIOT COH U anmeTut. Hpu
reHepaiu3alyy My3bpYaTKU CMEPTh HACTYIAET B T€UEHUE KOPOTKOI'O BpeMeHu. [Ipu
nuarHoctuke All  yuuThIBaeTcs COBOKYIHOCTh PE3yJIbTATOB  KIMHHYECKOTO,
LUTOJIOTUYECKOTO, TMCTOJIOTUYECKOTO U UMMYHOQJIFOOPECLIEHTHOTO
obcienoBanus [3].

[Tockonbky stuonorust All HeW3BeCTHA, MOITOMY JIEYEHHME ATOM TPYMIIbI
3a00JIeBaHUN OCTAETCS MATOTCHETUYECKUM, HANPaBICHHBIM Ha TOAABJICHUE CHHTE3a
ayTOAHTUTEN K OeJKaM J1IeCMOCOMAJIbHBIX CBSI3€W IIMIOBATHIX KIIETOK JMHIEPMHUCA.
['maBHBIM cpencTBOM JjedeHHs] OONbHBIX All.SBHASIIOTCS TIIOKOKOPTHUKOCTEPOUIBI
(I'K). He cymectByeT aOCONIOTHBIX MPOTUBONOKA3aHUM, K JIedeHHIo my3bipuatku ['K,
tak kak Tompko ['K mpemorBpamator cmepth OonpHbix. ['K HasHauaror
CaMOCTOATENBbHO  (MOHOTEpamnusi) WM B 'COYETAHMH C  LUTOCTATUKOM
(KOMOMHMPOBAaHHAsI, COYETAHHAS Tepalus € a3aTHUONPUHOM WJIM METATPEKCATOM,
nukiodochaMuom, MUKIOCHOpUHOM A).. IluTocTaTikm HE MOTYT TOJHOCTHIO
3ameHnuTh ['K 1 ¢ nx momonipro yaaercs Jimmb cHA3UTh 103y ['K.

[IpogomkuTenbHbIA TPUEM KOPTUKOCTEPOUIOB BHI3BIBAECT PAa3BUTUE CUHIAPOMA
Nuenko-KyinHra — nu30bITQUHOS OTIIOKEHUE KUPA Ha JiKLe (JTyHOOOpa3HOe JIUIO), B
BEpXHEH 4YacTH >KMBOTA, ©Opa3oBaHHME HAJIKIIOUWYHBIX U  MOJKIIOUAYHBIX
"moxymiek", crepouanoro "ropOa". [ns npenynpexaeHus ubo "cMArdeHus" 3TUX
HEXEJaTeNbHbIX SBJICHUN UCIOJIb3YIOT aHA0OJIUYECKUE CTEPOUIbL; 3TO CTUMYJIUPYET
cuHTe3 Oenka [4]

AIbIOBaHTHAS / Tepanus Iy3bIpUaTKM  HamlpaBlieHA HAa  yMEHbIICHHUE
notpedbHoctd B KC u, ciegoBaTeabHO, COKpallleHHE MOOOYHBIX A(DPEKTOB; Kpome
TOTO, OHa, MOBBIMACT dS(PPEKTUBHOCTH MPOBOAUMOM Tepamuu, UYTO OBLIO
MIPOIICMOHCTPUPOBAHO CHIDKEHHOM JIETaTbHOCTHIO M 00JIe€ YaCThIMU PEMHUCCUSIMHU
[4]. Haubonee yacTo B KauecTBE aJbIOBAHTHOM Tepamuu My3bIPYATKHA UCIOJIB3YIOT
HMMYHOCYIIPECCUBHBIE ~ TIpenapaTtbl ©W  UMMYHOMOAYJHUPYIOIIHME  IPOLIEAYPHI
(remMocopOruto, mazMadepes u ap.). UMMyHOCyIpecCUBHBIE MpernapaThl, TAKUE Kak
METOTpPEKCaT, IMKIOCIOPUH A, a3zatuonpud, IukiIopochamus, MuKodeHonar
Mo(deTr1, MoAaBISIOT UMMYHHBIM OTBET. Bce aBTOpHI, MPUMEHSBIIME B KauyeCTBE
aJbIOBAaHTHON MMMYHOCYIPECCUBHYIO TEpPAMNUIO, CXOMASTCS BO MHEHHUM, YTO Takas
Tepamus crnocoOocTByeT Oonee 3¢G(HEKTUBHOMY MOAABICHUIO MATOJIOTHYECKOTO
nporiecca [2,4]. OHa m03BOJISIET TAKXKE 1aBaTh OOJIBHBIM MEHBIIYI0 CYMMApPHYIO 103y
KC u TeM caMbIM CHU3WTH PUCK BO3HUKHOBEHMsI TOOOYHBIX 3(dekToB. OmHaKo

~ 176 ~



MMMYHOCYIIPECCUBHBIE TPENapaThl CaMU CIIOCOOHBI BBI3bIBAThH TSKEJbIE TOOOUYHbBIC
3 PeKThl, Takue KaK MHUEJIOCYINpPEcCHsi, aHEeMHs, TelMaTOTOKCUYECKUE pPEaKIHHu,
reMOppParnyeckKiii MUCTUT, HApyIIeHHe (YHKIUH TOYEK, IOATOMY HEOO0X0IuM
TIIATEIbHBIA KOHTPOJIb aHAJIU30B KPOBU U MOUH [4].

Opnako Takas Tepamusi HE SBISETCA CHCHUPUIHONW, K TOMY KE IS
JOCTIDKEHUST PEMUCCUHM HEOOXOIUMBI BhICOKHE 103bI KopTukocteponnoB (KC), B
CBSI3M C Y€M TOABIISETCS PUCK BO3HUKHOBEHHUSI CEPhE3HBIX MOOOUYHBIX 3(PPEKTOB:
CTEPOUHOTO CaXapHOTo auadeTa, 0CTeonopo3a, MH(papKTa MUOKapa, apTepraibHON
TUNIEPTEH3UH, apUTMHM, TIaHKpPeaTuTa, SI3BbI JKelyJka, cuHjapoMa KyuimHra wu
apyrux. BoapIIMHCTBO OOMBHBIX NOTMOAIOT OT OCIOKHEHWM, BO3HUKAIOIINX B
nporecce JeueHus [2].

B nmnocnenHee BpeMs NpemsioKEH HOBBIM METOJ| aJbIOBAaHTHOM ' Tepanuu
My3bIpYaTKH, 3aKJTIOYAIOIITUHCS B MPUMEHEHUN JKCTPaKOPHOpaIbHOM
dbotoxumuoteparuu  (porodepes). IDKcTpakopmopaibHas — (HOTOXUMUOTEpATHs
MPUMEHSETCS B JICYCHHH AyTOMMMYHHBIX M OHKOJIOTMUYECKHX3a00J€eBaHUN. ITOT
METO/1 JICYCHHSI XOPOIIIO ce0sl 3apEKOMEHIOBAN B clydasix Tskenoro teuenus All, a
TaKK€ TIPU PE3UCTEHTHOCTH 3aboyieBaHUs K TmpoBoguMomy. yeueHutro KC u
UMMYHOCYTIPECCHUBHBIMH Ipenaparamu. [3, 4].

Martepuaa u Metoabl. O0BEKTOM HcClIeMOBaHUS SBWIMCH 13 OoibHBIX All,
HAXOJIMBIIIMXCSl HA CTAI[MOHAPHOM JIEYEHUU B 00JIACTHOM KO>KHO-BEHEPOJIOTMYECKOM
IUCIIAHCEpE B TEYEHME roja. BynbprapHas myselpyarka guarHoctupoBaHa y 10 wu
cebopeliHas — y Tpex marueHToB. Beero myskdauH 06110 53,8% u xeHmuH 46,2% B
Bo3pacte ot 40 no 83 ner. Cpenuuii Bozpact .coctapui 47,0 (41,0; 50,0) ner.

Cratuctudeckyio 00paOOTKy JaHHBIX MPOBOIWIM B mporpamme «Statistica»
6.0. Ananu3 pacnpenefieHUs AAHHBIX TOKa3al HelMapaMeTPUUECKU XapakTep
pacnpeneneHus, TakuM oO0pa3oM, wBBIUHCISIIM MeauaHy, 25 u 75 KBapTHiIH.
PesynbraTel npexacraBisuid B Buge Me (25%; 75%). Paznuuus mexay rpynmnamu
OLICHUBAJIA C TOMOLIbKY Kpurepus MaHHa-YUTHH. 32 KPUTHYECKHI YpPOBEHb
CTaTUCTUYECKON 3HaUUMOCTH nmpuHumanu p<0,05.

Pe3yabTaTrhl uceiaepoBanus. M3 13 mamueHToB 7 OBUIM MYXYUHBI U 6 —
*eHIuHbl. Cpenfss npofopkutenbHocth 6one3nu All owuta 4,0 (2,0; 4,0) rona, B
toM uuciie y 4 (7,7%) nammenta anurensHocTh All 1o roma. Hawano 3a0oneBanust
MPUXOIUTCS . HA \TpynocrnocoOoHsii Bospact 44,0 (37,0; 49,0) roma. Cpenuss
MIPOJIOJDKATEITRHOCTh MpeObiBaHUsl B cTanmoHape coctaBmia 28 (15; 34) aneit. Ilo
CONMAIBHOMY TOJNIOKEHUI0 Oonee monoBuHBL (53,8%) mMaIMEHTOB SBISFOTCS
nHBaimaaMu, 23,1% — eHCHOHEPHI U JIMIIb KaXKIbIi MAThIH paboTal.

He ycTaHOBIE€HO HHMKAaKOro CTaTUCTUYECKH 3HAYUMOIO pa3jIuyusl IO
TreHAepHOMY TpU3HAKY OTHOcHUTENbHO Bo3pacta (Manna-Yutau U-kpurepuii,
p=0,07), nebrota u nnurenbHoctu Teuenust All (p=0,07), yucna gHeit npeObIBaHUS B
crauuonape (p=1,0), ypoBHIO TIIOKO3bI, xosiectrepuna, A/Il, (p>0,05). Omnako
MMEETCSl CTAaTUCTUYECKU 3HAYMMOE paszinuue mno uHAekcy Mmaccel Tena (MMT),
KOTOPBIM Yy MYyX4MH cocTaBiser 23,4441 Kr/M°, a y keHmmH B 1,6 pa3a Bblme
(36,8+10,9 kr/m°, Manna-Yutan U-kpurepuii, p=0,009).
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Hamu ycraHoBieHa cuiibHasi KOPpEJSIMS MEXIy BO3PAacTOM MAllMEeHTOB M
ne6rorom 3aboneBanus R=0,95, p<0,05), UMT (R=0,81, p<0,05) u cunbHas oOpaTHas
cBs13b ¢ anuTenbHocThio TeueHust All (Crnimpmena R=-0,75, p<0,05). He ycTtanoBieHo B
JTAaHHOM HWCCJICIOBAaHUH HACJICICTBEHHOTO (hakTopa B BO3HUKHOBeHUU All.

Hamu ycranoBieHO, 4TO Bce ayTOMMMYHHbIE OYJIJIE3HBIE JIEPMATO3bl MPOTEKATU
Ha (pOHE MATOJOTMH CO CTOPOHBI CEPACYHO-COCYIUCTON CHUCTEMBbI (apTepHaabHast
TUMNEPTEH3Us) W/WIHA JKETYJOYHO-KUIIIEYHOTO TpakTa (XOJICIMCTUT, ITAHKPEATHT,
racTpolyOJIEHUT), ApyTrux 3a0osieBaHul Koxku. Cpey COMyTCTBYIOUIEH MaTOJIOTUU Y
oonmpHbIx AlIl mpeobmamanu napyrue 3a0oneBanust kKoxu (36,4%), 3a0oeBaHUS
cepaeuHo-cocyaucton cuctemsl (27,3%), snnokpunHoi cucrtemsl (12,1%), opranos
nunieBapenus (9,1%), mouenonoBoii cucremsl (9,1%) u npouue (6,0%).

Cpenu neumBimxcst mo noBoay AlIl GosbHBIX y Kaxaoro BToporo (50,0%)
TeueHue OOJIe3HU OBLIO TSKEIbIM, YTO XapaKTEPU30BAJIOCH OOJBIION IIOMIA B0
MOPAKEHUS KOXXHM, BOBJICUEHHEM B TIPOIECC CIU3UCTBIX O000JOYEK, YaCThIMU
peruanBaMy, HEOOXOAMMOCThIO HA3HAUEHUS BBICOKMX HAUYaIBHBIX)CYTOUHBIX 103
rimokokopTukonioB (I'K). Bece momuduxamum cummroma  HUKOIBCKOTO y 3THX
OOJBHBIX MPU MOCTYIUICHUH B CTAIMOHAP OBLIM MOJOXKMUTENbHBIMU. B 21% cnyuaes
OBLJI0O OTMEYEHO TMOpPaKEHHWE TOJBKO CIM3UCTON OO0ONOYKM IOJIOCTH pra 0e3
KIIMHAYECKUX TPOSIBICHUM Ha KOXKe. Y OCTalIbHBIX, MarueHToB Teuenue All Obuio
OTHOCUTEJIBHO OJIArOMPUSITHBIM: C HEOOIBIINM KOIWYECTBOM BBICHITIAHUHN, OBICTPHIM
perpeccoM JJIEMEHTOB TPH HA3HAUYCHWW CTaHMAPTHHIX 103 [K, mmurensHBIME
PEMUCCHUSIMU.

3akioueHue. CBoeBpeMeHHas JUArHOCTHKA All, CHUCTEMHAS
KOPTUKOCTEPOUHAS Tepamus, aJeKBaTHasl TsOKECTH 3a00JieBaHMs, TPaMOTHO
nmojo0paHHasl aabIOBAHTHAS TEpPANUs SBISIIOTCS 3aJIOTOM YCIENTHOTO JICUCHUS,
OJIarOMPUATHOTO TTPOTHO32 U TIPOJOIBKUTEITHFHOM KU3HU O0JHHOTO.

Jlureparypa

1. Csupmesckas, E. B. AyrouMMyHHas Mmy3blpyaTKa: HIEHTH(UKALMS MMAaTOTEHHBIX SMUTOIOB
necmornenna 3 / E. Buw CBupmesckas, A. A. Jleicenko, E. B. Marymesckas u ap.//
Cospemennsle mpodiaemsbLaepmaroBerepoioruu. — 2009. — Ne3. — C.5-13.

2. [IlanteneeBa, I'. A. TaxkThka Jile4eHUss W peaOMIUTANMU OOJNBHBIX aKAHTOJIUTHYCCKOH
ny3bipuatkoi,/ T A. IlanteneeBa, 1. B. Cy3nanbueBa // Poccuiickuil skxypHan KOXHBIX H
BeHepruueckux 0ojiesneit. — 2008. — Ne 2. — C.27-29.

3. Kapzanog, O. B. Vctunnas my3slpuaTka: natoreHes, AMarHoctuka, jgedenue / O. B. Kapzanos
/[ Nepmaromorus. — 2008. — Ne 2 — C.58-61.

4. Harman,K. E. Guidelines for the management of pemphigus vulgaris/ K. E. Harman, S. Albert,
M. M. Black // Br. J. Dermatol. — 2013. — Vol. 149 (5). —P.926-937.

~ 178 ~



