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Xiilasa. Maqalada hagiqgi akantolitik pemfiqusun (HAP) gedisatimin klinik xiisusiyyatlorini oyranmoak
maqsadilo aparilmis tadgiqat isi haqqinda malumat verilmigdir. Todqiqata 163 pasiyent calb edilmisdir.
Akantolitik hiiceyralori askar etmak iigiin sitoloji tadqiqatlar, 1 va 3-cii név antidesmogqleinlori askar etmak
tigiin immunohistokimyavi tadgiqgatlar aparilmig, HAP-in gedisatimin agirliq daraCasinin miiayyan edilmasi
tictin Mahacan qiymatlondirma sistemindan istifado edilmisdir. Aparilmis tadgiqatlar naticasinda malum
olmusdur ki, Azarbaycan Respublikasinda HAP 40-65 yasl qadinlarda daha ¢ox yayilmisdw:. Pasiyentlorda
Xastaliyin dari vo agiz boslugunun selikli gisasinin yanast zadalanmoalari ilo miisayiat edilon orta agurliqli
vulgar formasina daha ¢ox rast galinir.
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B cmamve npedcmasnena ungopmayus 0 HAY4HO-UCCIE008AMENLCKOU pabome, Npo8eOeHHOU C Yeablo
U3YYeHUss KIUHUYECKUX O0COOeHHOCmell medeHus UCMUHHOU axanmoaumuyeckou nysvipyamxu (MAII). B
uccnedosanuy  npuHAnu  ydyacmue 163 nayuenma, KomopuiM Obliu  NPOGEOEHbl  YUMOTIOSUHECKUE
UCCNe008aHUs MA3KOB-0MNEYaMKO8 O 8bIAGNEHU AKAHMOIUMUYECKUX KIeMOK, UMMYHOSUCMOXUMUYeCKUe
uccne0osanus Ol GbIAGIEHUs aHmMuoecmMoz2ieunog 1 u 3 munos, a makxdce UCNOIb3068aNACy WKANA
Maxaoaxcana Onsi onpedenenus msdcecmu mevenus HMAIL B pesynibmame nposedeHHbIX UCCAeO008aHULL
ycmanogneno, ymo 8 Azepbatiodcanckotl Pecnyoauxe UAIl yawe ecmpeuaemces y orcenuwun 40-65 nem. ¥V
nayueHmos uawe 6cmpeudaemcs cpeoOHemsax ceidsn 8yibeapHas opma 3a601e6anus, ConpogoHcOawasncs
CONYMCMBYIOUUMU NOPANCEHUAMU KOICU U CAUSUCIIBIX 000I0UEK NOLOCMU PMA.

WctrHHas aKaHTOJIMTHYECKAs Iy3bIpyarka KOXKE/CITM3UCTBIX 000IOYKAX, TUCTOIOTHUECKIM

(UAIT) — msmkenoe, MOTEHIMAIBHO YTPOXKaro- BBIPQKCHUEM KOTOPBIX SIBISIFOTCS BHYTPHUIIH-
11ee JKM3HN ayTOMMMYHHOE 3a00JieBaHme, 00yc- nepMmaibHbIe monoctu [1,2,3].
JIOBJICHHOE TIPOIAYKIIMEH ayTOaHTUTEN TPOTHUB Beigensitor pasnuyHble KianHHYECKHE (op-
COOCTBEHHBIX aHTHTEHOB — JIECMOIJICHHOB Mmbl MAII, cpemyt KOTOPHIX OCHOBHBIMH SIBJISI-
(Dsgl, Dsg3) necmoxommmuoB (Dscl, Dsc2) IOTCSL  ByNbrapHasi, BETETUPYIOIIAs, JUCTO-
NEepUILIaKUHOB (MuIIeHH) [1,2,3]. BUJTHAs1, cebopeiiHas (sputemarosnas) [1,4,5].

[ponykiwsi ayTOaHTHTEN TPUBOIUT K CBSI- Haubonee wacto BcTpewaromas pazHOBHI-
3bIBAHUIO UX C MUILEHSIMH, Pa3pyIIEHHUIO Jec- Hocth MAIT (o 80.0%) — BynmbrapHast my3bip-
MOCOMAJIBHBIX CBSI3el MEXIy KepaTWHOIMTA- yarka. Byrnveapuas nyzvipuamika TPaKTHYECKU
MH, YTO KJIMHUYECKH TPOSBIIsieTcs 00pa3zoBa- BCETJ]a aCCOIMHUPYETCS C TOPaKECHHEM CITU-
HUEM Iy3blped Ha BHIUMO HEM3MEHEHHBIX 3ucThIX obonoyek. [Ipu atom B 50-70% cimyuaes
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3a00JIeBaHNE HAYMHAETCS C TIOPAYKeHUs MOJI0C-
T pra (cam3ucras 00o0s10uKa Iy0, JgeceH, Heba,
IICK, SI3bIKA, IVIOTKH). DPO3UM Ha CIU3UCTOMN
000JI0YKe TOJIOCTU PTa BCETAa COMPOBOXKIAIOT-
CsI CYOBEKTUBHBIMUA CHUMIITOMAaMH, KOTOpBIC
MOT'YT BapbHpOBaTh OT AUCKOM(OpPTA 10 CHIIb-
HOM OONM, NPEMATCTBYIOMICH NpHeMy MHIIH,
YTO TPUBOAUT K TIOTEPE Beca M YTSHKEISIET
COCTOSIHHME TMAalMeHTa. Brocnenctsuu B mpo-
LIECC MOT'YT BOBJIEKATHCS U JPYrHe CIU3HUCTHIE
obonouky. Ha koxe y ManueHToB ¢ By/IbrapHON
My3bIPYaTKOM BO3HUKAIOT IY3bIPH C TOHKOMN
MOKPBIIIKOM, KOTOPbIE OBICTPO BCKPBIBAIOTCS U
00pa3zyroTcs 00e3HEeHHbIE, JITUTEIBHO HE3aKHU-
BaIOIIME 3PO3UH, C TEHJEHLUEH K mnepudepu-
YECKOMY POCTY, YTO OOBsICHSIETCS Haa0a3aib-
HBIM PaCIIOJIOKEHUEM ITy3bIpeil Ha ypOBHE IIH-
noBaroro cios [1,4,6].

3HAYUTETIBHO PEXE BCTPEYAIOTCS BETETH-
pytorias, cebopeiiHas W JIMCTOBHIHAS Pa3HO-
BugHocTH MAIL

JlucmosuoHnas ny3vipuamka KpanHe pPEaKo
ACCOIMUPYETCS C MOPAKESHUEM CITH3HUCTHIX 000-
nouek. [Ipu nucToBUAHOMN My3bIpUYaTKe HA KOXKE
00pa3yroTcsi my3bIpH ¢ emle 0ojee XpyImKoi u
BSUIOM TMOKPBIIIKOM, KOTOPBIE BCKPBIBAIOTCS C
00pa3oBaHNEM OBICTPO MOACHIXAIOIINX IPO3HI,
MOKPBITBIX TOHKUMH CIIOUCTBIMH  YelIyHKO-
KOpKaMH, 9TO OOBsICHsIEeTCSl Oojiee BBHICOKHM —
CYOKOpHEaJ bHBIM PaCIOJIOKEHUEM ITy3bIpeit
[1,4,7].

Becemupyrowas nysvipuamxa — BapuaHT
BYJIBTapHOM ITy3BIPYATKH, XapaKTePH3YeTCs BbI-
ChIIAHMEM ITy3bIpell BOKPYI €CTECTBEHHBIX
OTBEPCTHH, B 0OIACTH KPYITHBIX CKIIJI0K KOXKH.
Beinensitor 2 THma Beretupyrouiei  my3bIp-
yarky: Tun Hoiimanna (1876r) u tun Asmono
(1889r). Bererupyromas my3ssipuarka Hoii-
MaHHa TIPOSIBIISIETCS BSUTBIMHU ITY3BIPSIMH, KOTO-
pble BCKPBIBAIOTCSI C 00pa30BaHUEM dPO3Hid, Ha
MecTaxX KOTOpPBIX, B OTIMYME OT BYJIBIApHOU
My3bIpyaTky, GOpMHUPYIOTCS Bereranuu. Bere-
TUPYIOIIAs ITy3bIpUaTka AJUIONO HAYWHAETCS C
TIOSIBJICHUS ITYCTYJI, pa3pelatoniuxcsi ¢ oopaso-
BaHWEM MH(UIMPOBAHHBIX PO3HH, HA TTOBEPX-
HOCTH KOTOPBIX (HhOpMUPYIOTCS OO0JIe3HEHHBIE
Bererarmu [1,4,7].

Cebopetinas (a3pumemamosHas) ny3vipuam-
Ka — BapWaHT JIMCTOBUIIHOM Iy3BIPYaTKH, CO-
YyeTaeT KIMHUYECKUE NPHU3HAKU JUCKOMIHON
KpacHOW BOYaHKH, CEOOpPEWHOro JiepMaruTa u
ny3blpyatki. Haumnaercst Ha ceOopeiHbIX
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y4acTKaX KOKU C TIOSIBIICHHSI DPUTEMATO3HBIX
O4aroB C YENIyHKO-KOpOUKaMH Ha IOBEpX-
HOCTH, TIPH OTTOPKEHUU KOTOPBIX OOHAKAIOTCS
BJIQXKHBIE SPO3UH U Pa3BUTHSA My3bIPEH C BSIIOM
TIOKPBIIIKOM, KOTOpBIE OCTAIOTCS He3aMedeH-
HBIMH, TaK KaK OBICTPO BCKpPBIBAIOTCSI U TPAHC-
dopmupyrotes B 3po3uu [1,4,7].

B Azepbaiimkanckoii Peciyomuke mpooiema
HAII aktyanbHa W UMEET BBICOKOE MEAUKO-
COIIMAJIbHOE 3HAYEHHE B CBS3U C HEYKJIOHHBIM
pOCTOM 3a00JIEBAEMOCTH, OMOJIOKEHHEM 3a00-
JIeBaHUSI M PE3UCTEHTHOCTBIO K IPOBOAUMON
DIIOKOKOPTHKOCTEPOUTHOM Teparu [8].

Leab uccieqoBaHuss — U3Yy4YUTh OCOOEH-
HocTH KimHu4eckoro Teuenus UAIL B Aszep-
Oaitmxanckoi Pecriyommke.

Marepuaisl 4 MeToabI HccaenoBanus. O6cie-
nosanbl 163 6ompabIX ¢ MAIL B Bo3pacte 19-65 ner,
KOTOPBIC HAXOAWJIUCh Ha CTAllMOHAPHOM JICUCHHUU B
Pecrybnukanckom KoxxHo-BeHeponormnueckoM
Hentpe 2023-2024 rr. [ns moaTBep:KIOCHUS
JIMarHo3a ObLT MPOU3BEICH 3a00p Marepuiia U3 3po-
3UBHBIX YYacTKOB Ha OOHApY)KCHHE aKaHTOIUTH-
geckux Kiaerok Tmamra [1]. Tarke Opbia B3sTa
KPOBB JJIs1 OOHAPYXEHUs aHTHIECMOTIenHOB 1 1 3-
ro Tuma. TspKecTh TedeHus ObUta ONpeseneHa Io
cructeMe Maxamkana [10].

Pe3yabTarsl uccie10BaHUS U HX 00CYK-
aenme. B mporecce oOcnenoBaHusl BBISBUIIH,
gro cpeau 60bHBIX ¢ MATT 66utn 98 (60,1%) —
xenmmH, 65 (39,9%) — myxunH. B Bospacre
19-40 ner 3apeructpupoBanbl 17 (10,4%)
60sbHBIX, 40-65 et — 146 (89,6%) OONBHBIX.
PazButne 3aboneBanus 105 (64,4%) OonbHBIX
CBsI3BIBAIIH €O cTpeccoM, 27 (16,6%) 6ombHBIX ¢
MIEPeHECeHHBIM ~ MH(EKIMOHHBIM  3a0oJeBa-
HueM, 13 (8,0%) G6oabHBIX — ¢ IPHEMOM JIeKap-
CTBEHHBIX mpemnaparoB, 5 (3,1%) GONbHBIX C
npore3upoBanueM 3yooB. Y 144 (88,3%) 6oib-
HBIX 3a00JieBaHME Ha4aJoCh C MOPaKEHUs
CIIM3UCTOM 000J0UKM molocTH pra, y 19
(11,7%) — ¢ mopaxeHus Koxu. Byrbraphas
¢dopma UAII nuarnoctupoBana y 154 (94,5%)

OonbHBIX, ceboperiHas popma — y 6 (3,7%)
O0nbHBIX, Beretupytomas gopma —y 2 (1,2%)
OonbHBIX, JucToBHaHas (opma — y 1 (0,6%)

6ompHoro. Kimnnueckuii muarno3 MAII Obin
TTOATBEPXKICH Y BCEX OOJNBHBIX ITUTOJIOTHYEC-
KUM TE€CTOM Ha aKaHTOJMTHUYECKHE KIETKU U Y
97 (59,5%) OGONBHBIX — JOMOJHHUTEIHHO HM-
MYHOCEpOJIOTUYECKAM TECTOM Ha aHTUTENa K
nIecMorenHaMm 1,3.

[Tpu kMMHUYECKOM 00CIIEIOBAHUH 3aPETUCT-



PHPOBAHO TOPAKEHUE TOJBKO CIM3HCTON 000-
goukd monoctu pra y 11 (6,7%) OOnbHBIX,
TOJIBKO KOXH C JIOKQJTM3aluel B 001acTu Tpyay,
CIIMHBI, KPYIIHBIX CKJIaJ0K, BOJIOCUCTOM YacTH
roniobl, uua — y 19 (11,7%) GonbHbIX, code-
TaHHOE TIOPAXEHUE KOXKU U CIM3UCTOH 000-
nouku mionoctu pra—y 130 (81,6%) 60ombHBIX.

CHekTp KIMHUYECKUX TPOSBICHUM B BUJE
My3bIpell Ha BUJMMO HEM3MEHEHHOM KOXH/CITH-
3UCTOI 000JI04Ke, OTJENBHBIX APO3UM, KOPOUEK,
CJIMBILUXCS] 3PO3UBHBIX OYaroB IPEJCTABIEH Y
Bcex OonpHBIX ¢ MAII, HO Oonee BbIpakeH y
MAIMEHTOB C BYJIFApPHOW U JIMCTOBUJHOM IIy-
3pIpUaTKoOil. Y TMAalMEHTOB C BEreTUPYIOLICH
ITy3bIPYATKOM OTMEYAINCH YELIYHMKO-KOPKH Ha
(doHE UEHTPabHON APUTEMAaTO3HOW 30HBI H
BBICBIIIAHUN TTy3bIpei 1o nepudepun. Cumi-
ToM HUKOIBCKOTO y BceX OOJBbHBIX OBLT MOJO-
xutenbHbId. CyObeKTHBHBIE KaJI00BI MPEIbSIB-
TS Bce OOJbHBIE B BHUJE OOJE3HEHHOCTH,
MOKSHUSI B OYarax MmopaxeHus, JUc(harim.

Tspxects Teuenust MAIT onpenernsiu mo cuc-
TeMe OoLeHKH Maxapkana. B cucreme oneHku
Maxamkana (MSS — Mahajan 5 Scoring sys-
tem), npemtoxenroit B 2005 r. OueHuBaeTcs
IUIOIIA/Ib NopaXkeHHBIX y4acTkoB Koxku (IIT1K)
U CIIM3UCTHIX 000JI0UEK, CTeNeHb AucKoMdopra
namyeHTa B ObITy M TSOKECTh Jaucdaruu mpu
DIOTaHUM IUIIM  Pa3IM4YHONW KOHCHUCTEHIMH.
TsxecTs TeueHus: 3a00sieBaHUsl KilacCUUIM-
pyeTcsi Kak JjeeKkas, YMepeHHas, msdicends U
ouenv msicenas (Tadbmuna 1) [9,10].

[Tnomane mopaxenus koxu (IT1K) ompene-
JsUM 1o TipaBuity nesatok Yomuteca (Wallace 's

rule of nines), cormtacHO KOTOpPOMY ILIOIIAN
MOBEPXHOCTEN pa3HbIX YacTeH Tejla COCTABIISIIOT
npuMepHo 9% (WM KpaTHO ATOMY YHCITY) OT
oOmieli momany Teja: rojosa U mes — 9%,
rpyib — 9%, xuBoT — 9%, Kaxknmas BepXHSA
KOHEUHOCTh — 9%, Ka)kaas HWOKHSISI KOHEYHOCTh
— 18%, 3ammsas moBepxHOCTh Tenma — 18%,
POMEXHOCTh M HapyXKHbIE TOJIOBbIE OPraHbl —
1% [9].

CornmacHo cucTeMe OIEHKM MaxamkaHa
(MSS) vy 2 (1,2%) ©onbhbix ¢ MAII ompe-
JIeTICHO OuYeHb TspKenoe Teuenue, y 23 (14,1%)
OompHBIX — TsDKenoe Tedenue, y 119 (73,0%)
O0nbHBIX — yMepeHnHoe Tedenue, y 19 (11,7%)
OOJIBHBIX — JIETKOE TEUECHUE.

B pesynbrare ananmsza KIMHHUKO-aHAMHEC-
THYECKUX JIAHHBIX y HaOIromaeMbix Hamu 163
6ompHbIX ¢ MATL, koTOpbIe MoOMydanu jJedeHue
B PKBII B 2023-2024 rr., BBISBIEHBI CIEIYIO-
II1€ 0COOEHHOCTH:

—  OCHOBHOW KOHTHHIEHT 00JbHBIX ¢ AT
(89,6%) — B BO3pacte 40-65 ner

— cpenu OonbHBIX B 1,5 pasa npesanupo-
BaJIM KCHIIMHBI, a B BO3PACTHOM KaTeropuu
19-40 ner >xeHIMHEI cocTaBuid 94,1%

— B cnekrpe pazmuuHbix Gopm UAIT num-
JTMpYyeT BylbrapHas my3blpuarka — y 94,5%
OOJIbHBIX

—  1kenoe tedenue MAIL ¢ mopakeHnem
10 50,0% KOKHOTO TOKpPOBA U C BOBJICUEHUEM
CITU3UCTON OOOJIOYKH TOJOCTH PTa OTMEUEHO Y
15,3% mnauuentoB Ha ()OHE 3HAYUTENHBHOIO
yucna OonmpHBIX (73,0%) Cc ymepeHHOW Ti-
KECTBIO TeueHHs 3a00IeBaHUsL.

Ta6auna 1. Cucrema onenkun Maxamkana [10]

TaxkecTnh

IopaxeHnue KOxKHU

IlopaxeHue CJAM3UCTBIX 000J104EK

Jlerkoe Teuenus (1+)

10% BSA, crioco0eH BEITIOIHATH
MOBCEHEeBHBIE Jienia 6e3 quckoMdopra
WIIH JIOKAITU3AIHs TOPAKEHUS TOJBKO Ha
CJIM3HUCTON 00OJIOYKE MOJIOCTH PTa

HopaxceHa causncTas 000I04Ka IICK,
JKEBAHUC U ITIOTAHNUE HE 3aTPYAHCHbBI

YMmepenHoe TeueHue (2+)

nmuckoMdopra

10-25% BSA, nmeroTcs opaxeHus
CIIM3UCTON 000JIOUKH pPTa, CIIOCOOCH
BBITIOJIHATH MTOBCETHEBHBIE Jielia 0e3

[Nopaxxens! cnu3uCcTbIE 000JIOUKH IIEK,
JieceH, I'y0, IJIoTaHue TBEpIoH MUIIN
3aTPyAHEHO

Tspkenoe Teuenue (3+)

25-50% BSA, nmeroTcst nopaxeHus
CJIM3UCTON 000JIOUKH PTa, HE CIIOCOOCH
BBITIOJIHATH MTOBCETHEBHBIC JIeIa

PacnpocTtpanenHoe nopakeHue
CIIM3UCTON 000JIOUKH PTa, 3aTPyAHEHO
IVIOTaHHE TTONYKUAKOW ITHIIN

Ouens Tsoxenoe TeueHue (4+)| 50% BSA, umeroTcst mopakeHust
CIIM3HUCTON 000NIOYKHU pTa, IPUKOBAH K
MOCTEIH UIIK UMEIOTCS OCIIOKHEHHS

PacnpocrpaneHnHbie mopakeHus
CIIM3HCTOM 000JIOUKH pTa U JIp.
CIIM3UCTHIX 000JI0YEK, 3aTPyIHEHO
IIIOTaHHE KUJKOHN IMUIIHU




Takum oOpa3om, B AsepOaiimxaHckoii 3HAUUTEIIBHBIM IIPEBAIUPOBAHUEM BYIbrap-

PecniyOnuke, Ha ¢oHE HEYKIOHHOTO pPOCTa H HON (OPMBI C YMEPEHHOU TSAKECTHIO TCUCHHS
omonoxkenusi IATI, 3a0oneBaHue BBISBISICTCS Y COYCTAHHBIM MOPAKCHUEM KOXKH M CITU3UC-
yanie y »KEHIIUH B Bo3pacte oT 40-65 jer c TOM 000JIOUKH TOJIOCTH PTa.
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CLINICAL FEATURES OF TRUE ACANTHOLYTIC PEMPHIGUS
IN THE REPUBLIC OF AZERBAIJAN

F.R.Makhmudov, I.A.Amirova, Y.A.Mirzoyev, V.F.Makhmudov
Department of Dermatovenereology, Azerbaijan Medical University, Baku, Azerbaijan

Summary. The article provides information about the research work conducted to study the clinical
features of the course of acantholytic pemphigus versicolor (HAP). 163 patients were involved in the study.
Cytological studies were conducted to detect acantholytic cells, immunohistochemical studies were
conducted to detect antidesmogleins type 1 and 3, and the Mahajan scoring system was used to determine the
severity of the course of HAP. As a result of the conducted studies, it was found that HAP is more common
in women aged 40-65 in the Republic of Azerbaijan. Patients are more likely to have a moderate-severe
vulgar form of the disease, accompanied by concomitant lesions of the skin and mucous membranes of the
oral cavity.
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