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TOAECBKMIN HALJOHOABHUN MEAVNYHNI YHIBEPCUTET

2KHIT «OAEChKM OBAQCHUIN LLKIPHO-BEHEPOAOTIYHNN ANCRIaHCeP» OAECHKOT OBAQCHOI paAn
3KAiHiKa «PeHecaHc-Meapkaa», Oaeca

AHOAI3 KAIHIKO-AIQrHOCTUYHNX OCOBAMBOCTEN
TA KpUTEPIIB €PEKTUBHOCTI AIKYBOHHSI
QBTOIMYHHWX OYAbO3HVX AEPMATO3IB

roynu nemaeiryca

CyuacHa Kiacudikailisi aBTOIMyHHUX OYJIbO3HUX J€PMATO31B [IPEICTaBIEHa TPhOMA IPYIaMU 3aXBOPIOBAHb, 1[0 MAKOTh He
TIJIbKY KJIHIYHY, a i TicTOMOPQOJIOTiuHY, TiCTOXIMIYHY Ta iIMyHOTEHETUYHY CX0KIiCTh. ABTOIMYHHI OyJIbO3HI IepMaTO3u —
rpyIlia reTeporeHHIX 3aXBOPIOBaHb, 0 CYNPOBOKYIOThCs (DOPMYBAHHSIM IyXUPIB i eposiil Ha mIKipi Ta/a60 CIAN30BUX
060JIOHKaX T/l BILIMBOM CIENNMIYHNX aBTOIMYHHUX KOMILIEKCIB. PO3IIITHYTO OCHOBHI KJTiHIYHI BUSIBY Ta JiaTHOCTHYHI
MapKepu aBTOIMYHHIX Oy1b03HUX AepMatosis (AB/L), mo Hamesxars 10 Tpynn memdiryca.

Mera po6oTH — IpoaHali3yBaTH IOUIUPEHICTD KIiHiYHUX Gopm myxupuarku y [liBgenHoMy perioni Ykpainu 3a mepiof 3
2010 o 2020 p.

Marepiamu ta Mmeroau. /[o rpymnu crocrepeskeHHs BKIoYeHo 88 naimientis Bikom Bix 21 10 75 pokis. Busuanucs ocobmnu-
BOCTI KJIIHIYHUX BUSBIB TUIIOBUX Ta aTUNOBUX (opm nemdbiryca, Gyau po3pobieHi JiarHOCTUYHUI aJlropuT™ Ta Kpurepii
e(eKTUBHOCTI JIIKyBaHHS Ha PaHHIX eTarax 3aXBOPIOBAHHSI.

Pesyubratu ta o6ropopenssi. Bysbrapuy myxupuarky Oy:io Busiieno y 61 (69,3 %), Bereryrouy — y 7 (7,9 %), epurema-
To3ny — y 6 (6,8 %), repnerndopmunit nemdiryc — y 4 (4,5 %), IgA nyxupuarky — y 3 (3,4 %), mapaHeomsiacCTHuHy
nyxupyatky —y 3 (3,4 %) naii€eHris.

Bucunosku. Cyuachi kiiniko-aiarnoctuuni ocobmusocti ABJ] (rpyna nemiryca) norpebyiorh BKIKUYEHHS Y 1ab0paTopHUii
CKPUHIHT METO/iB iMyHO(DJIIOOPECIIEHTHOI MiKPOCKOIIii, PsIMOTo i HenpsaMoro imyHogepmenTHOro aHanizy. Kpurepiamu
edeKkTUBHOCTI JiKyBanus naimientis 3 AB/] corin BBaskaTu He TiJIbKYU MO3UTUBHY KJIIHIUHY UHAMIKY, a i ITBU/IKICTb 3HUK-
HEHHST aBTOAHTHUTIJI, 10 iHAYKYIOTh 3aXBOPIOBAHHS (JIeCMOTJIeiHYy, IeCMOIIIaKiHy, ITepuraKkiny tomro). [Ipu oMy Baskan-
BUM aCIIEKTOM 3aJIUIIAEThCA 3HAHHS KJIiHIuHMX ocobmusocreil AB/I i xBopoO, 110 iX iMiTyOTh.

Kirouosi ciioBa

ABroimyHHi 6yJIb03HI IepMaTo3u, meMpiryc, Kaacudikariis, [iarHoCTHYHI MapKepH, KJIiHIYHI (hopMu
MyXUPUYATKH.

BTOIMYHHI OyJ/Ib03HI Jepmaro3u (autoimmune

blistering disease, AB/) — rpyma rereporen-
HUX 3aXBOPIOBaHb, 110 CYIPOBOIKYIOThCS (hOpMy-
BaHHSIM ITyXMPIB 1 €po3iii Ha MKipi Ta/ab0 CIU30BUX
000JIOHKAX il BIUTMBOM CIEIU(bIYHUX aBTOIMYH-
HUX KOMILJIEKCIB.

Kuiniuni BusiBu OyJIbO3HUX [IepMaTO3iB 3aJie-
JKaTh BiJl IIMOWHY 3a/IITaHHST YITKOKYIOUNX IMYH-
HUX KOMILIEKCIB Ta OCOOJMBOCTEH IepexpecHux
aBTOIMYHHUMX Peaklliii B ocepe/lKaX ypaskeHHs.
VY 6Ginpimocti Bunaakis ABJI mMaroTh XpoHiuHwMii
niepe0ir. J[o moyaTky nmpoBeeHHs KOPTUKOCTEPOiI-
HOI Teparlii JIeTaJIbHICTh IIPU IIyXUPYATIli CTAHOBU-
sa 30—50 % mpotsirom poky [1, 2, 8, 9].

[Muranns moxo kaacudikaiii AB/l sanumaern-
ca Biakputum. [Ipodecop 10.C. Cxpunkin Ta cmis-
aBT. (1999) riacudikyBasu OyJIbO3HI TepMaTO3u
Ha TTi/IcTaBl KATHIYHIX 0COOJUBOCTEN 3aXBOPIOBAH-
HSI: JIOKAJIi3allii, oI PeHOCTi, IIMOMHN 3a/IsraHHs,
hopMu TTyXuUps, MTiIABHOCTI TOKPUTITKH, CUMIITOMIB
eMiIepMaJIbHOTO BiflIapyBaHHs. BukxopucranHs
[IEPEBAKHO KJIHIYHUX JIarHOCTUYHUX KPUTEPiiB
CHpHsAIo 00’'€IHAHHIO MATOTEHETHYHO HEOTHOPII-
HUX JIepPMaTo3iB B €auHy rpymy [1].

[IpoTsirom ocTaHHBOTO IECATUIITTS Kaacupika-
i AB/] 3a3Hasa 3HAUHUX 3MIiH 3aBISIKA BUSABJIEH-
HIO HOBHX JJaOOPATOPHO-IarHOCTUYHUX MapKepiB.
BisbicTs MiKHAPOJAHUX IIPOTOKOJIB SIK JiiarHOC-
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TruHi Kputepii AB/l po3risigaioTh HasSBHICTD CIle-
UMYX aBTOAHTHUTIN 10 TIEBHUX CTPYKTYP eITi-
nepmicy [4, 6, 7].

Cyuacna xiacudikaris ABJl mpencrtaBiena
TPbOMA IPyIIaMU 3aXBOPIOBAHb, 1110 MAIOTh He Tijlb-
KW KJIHIYHY, a i TicTOMOPDOIIOTIuny, TiCTOXIMIYHY
Ta IMyHOT€HETUYHY MOAiOHICTS [8].

Kaacudikaiis OyJp03HUX AepMaTO3iB

Pemphigus (rpyna myxupuarku)

*  Pemphigus vulgaris (PV, iyxupuarka ByJIbrapHa).

* Pemphigus vegetans (myxupuaTKa BereTyioua 3a
tuniom Hetimana ta Tasiorno).

» Pemphigus foliaceus (PF) (epuremarosia, rep-
netrhopMHA TyXUPUYATKA).

 Pemphigus induced (ennemiuna (Gpasuibcbka,/
TYHICbKA) IMyXUPUaTKa).

* Paraneoplastic pemphigus (PNP, napaneoriac-
TUIHUN iemMiryc).

* IgA pemphigus (cyOKOpHeATbHUIT IyCTYIbO3, HT-
paerriiepMaIbHUN HEUTPODIIbHII 1epMaTo3).

Other blistering disease/pemphigoid (inmm 6y-

JIbO3HI 3aXBOPIOBaHHs/TIeM(iroim)

*  Bullous pemphigoid (0ypo3uuii memdiroirn).

*  Pemphigoid gestationis (memdiroin BariTHUX).

* Cicatricial pemphigoid (py6itiorounii iembiroir).

*  200p pemphigoid (nemiroin 200p).

* Dermatitis herpetiformis (reprietndhopMHUI g€p-
MaTuT /[opunra).

» Linear IgA bullous dermatosis (nineapumii IgA
ZIEpMaTo3).

* Hailey—Hailey disease/chronic benign familial
pemphigus (cimeiina myxupyaTka I[ykepo—
Xeitni—Xeiti).

*  Benign mucous membrane pemphigoid (nemdiro-
i cam30BUX 060JIOHOK).

Other blistering associated disease (3axBopioBaHHs1,
acoIiiiioBaHi 3 yTBOPEHHSIM I[yXUPHHUX €JIEMEHTIB )
» Porphyria cutanea tarda (rabyrta nopgipuHoBa

XBOpoOa).
 Inherited epidermolysis bullosa (emigepmoi3

OyJIbO3HUI BPOJIKEHMIT).

* Epidermolysis bullosa acquisita (emigepmoti3

OyJIbO3HUN BiZICTPOUEHHMIT).

* Bullous lupus erythematosus (4epBOHUI BOBYAK,

Oysibo3Ha hopMma).

o Lichen planus nemdiroin (4epBOHMII TLI€CKATHIL

Jnait, 6ypo3ta opma).

*  Mastocytosis bullosa (macToruTo30yn1b03Ha
dopma) Toro.

Harerep mpomoBKyIOThCS TOCTIKEHHST 3 Me-
TOI0 BUSBJIEHHSI HOBHMX IiarHOCTUYHUX MapKepis
HaOyTOTO OYyJIbO3HOTO EMiJePMOJIi3y, CHHAPOMY
Kingnepa ta mignecenoi crifikoi epuremn. MoskHa

MPUIYCTUTH, 1110 YnHHA Kiaacudikaiis A/lb naii-
OJIVKYMM YaCOM 3a3HAE 3MiH.

Miarnoctuunuii anroputm AB ]l Bkiodae B cebe
aHaJIi3 KJIIHIYHUX CUMIITOMIB 3aXBOPIOBaHHS, iCTO-
MopdoJIOTiUHE JOCTIIKEHHST 0CEPE/IKIB ypaskeHHs,
IMyHO(MITIOOPECTIEHTHY MiKPOCKOIIIIO, a TAKOK BU-
SIBJIEHHST aBTOAHTHTIJ 10 MeMOpaH erriTesiaJbHIX
KJIITHH 32 I0TTOMOTOIO TIPSIMOTO Ta HETTPSMOTO iMy-
nodepmentroro ananizy (IMA) [3, 10].

bynp-axuit 3 miarnoctnynux MapxepiB AB/]
MO’KHA OI[IHUTHU TIJTbKU 3 YPaXyBaHHIM KJIIHIYHUX
BUABIB 3axBopioBanHsA. [ledxi mpoteinm (Hampu-
kian, BP180, BP230) Bussasgiors Bigpasy npu
KIJIBKOX OyJIbO3HUX JepMmarosax. st ycix 3axBo-
pIOBaHb TPYIH MTyXUPYATKU XaPAKTEPHUM € HasIB-
HicTh ecmoriieiny 1-ro a6o 3-ro Tumy, pigmie i 1-ro
i 3-ro Tunis. [lpu nmemdiryci 3 ypaxeHHsM TiIbKI
CJIN30BUX 00OJIOHOK BUSIBJISIIOTH [ECMOTJIETH 3-TO
THUITY, TIPY TTAPaHeOoTTaCTUIHOMY 1ieMiryci foaat-
KOBO BUSIBJISIOTH TIEPUTLTAKIH Ta AeCMOTLIAKIH 1, 2.
Jliist 6yib03HOTO TIeMDiroiny crerdiyHIMu € TIPo-
teinn BP180 ta BP230, a takox JiHiline BigkJa-
nenns [gG B3noBsk GaszaabHOi MeMOpanu |6, 9].

XapaKTepHOIO 03HAKOIO TecTalliiflHOro reprecy,
kpim ripoTteiniB BP180 Ta BP230, € mpoteinn BPAG1,
BPAG2, a Tako:x JiHiHE BiKIa1eHHI KOMIIJIEMEH-
Ty C3 B310BK GasaibHOi MeMOpanu. BakiuBumu
JIaTHOCTUYHUMHU MapKepaMu TepreTu(GOpPMHOTO
JIEPMATUTY € aHTUTIJA JI0 TKAHWHHOI TPAHCTJIIOTA-
MiHa3¥ Ta TJaJuHYy, a TAaKOXK BiJIKJIaJeHHI IMYyHO-
ri06yiHy A y cocoukoBoMmy tapi gepmu (tabir. 1).

o dopm AB/l, 1m0 BUABAAIOTH HalYacTille,
BiJTHOCSTH IyXUPYATKY, & TOUYHIIIE «rpyny mnemdpi-
ryca», mo o0’eaHye B cobi 1epMaTo3u, TOJOBHUM
JaTHOCTUYHUM MapKePOM SIKUX € HasIBHICTb aHTH-
T 10 mecMmormeiny 1-to ta 3-To TUTIB.

3aXBOPIOBAHICTh HA TIYXUPUYATKY B YKpaiHi cra-
HoButh 3,5 Bumazaky na 100 Tuc. nacenentst. [Ipo-
TSATOM OCTaHHBOTO JECSATUJITTS CIOCTEPITAETHCS
He3HayHe 3POCTaHHA HeAYTH TEePEeBAKHO 32 Paxy-
HOK 30i/IbIIIEHHs] YKC/Ia MAIiEHTIB 3 BYJIbrapHOIO
MyXUPUYATKOIO.

Ha cporoui BUIIISIOTH IIiCTh KITHIYHIX (DOpM
nemdiryca:

— ByJIbTapHA ITyXUPUYATKA;
— BeTeTyloua IMyxupyarka 3a TurnoMm Hefimama Ta

Tannomno;

— ekcdosiaTBHa Tyxupyatka (JIUCTONOAIOHA,
epuTeMaTo3Ha, repretTnudopMHa);

— IgA myxupuarka (CyOKOpHEATBHUI MyCTYIbO3,
iHTpaerizepMaIbHII HeHTPOMiTbHMIT IepMaTo3);

— TapaHeoTIaCTUYHA TyXUPYATKa,;

— ingykoBaHa (eHaeMivHa) myxupyarka (Opasuiib-

CbKa/TyHIChKa TyXUPYaTKA).

[Ipu pesxux opmax MyXuUpyaTKW TUIIOBI ITy-
XUpHi eeMenTn He hopmyioThes. YacTo 11i hopmn
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TaB6AMLS 1. IMYHOAOTIYHA TG MIKPOAIOMIHECLLEHTHA AIGFHOCTMKA GYABO3HUX ASPMATO3IB

Bynbo3uwmii 1epmaro3

JliarHocTuyni MapKepu

Temgpizoiou

Bynbosuuii nemdiroiz

BP180, BP230, niniiire sigknanents IgG B3nos:k 6a3aibHoi MeMOpaHu

lecrarittamit nemdiroiz

BP180, BP230, BPAG1, BPAG2, miniiine pinknanenns C3 na Gasanphiit memOpani

Jlineapuwuii IgA nepmaro3

BP180, BP230, ladinin, Lad11, kosaren VII tumy

Myxkosuwuii iemirois

BP180, BP230, naminin 332, naminin 311, abB4inrerpun

Lichen planus nemdiroin

BP180, BP230

Antunaminia y1,/p200 nemdiroin

Jlaminin y1 sanmgor/p200 Gitox

Eninepmouis bullosa acquisita

Koumaren VII tunty (sikipsi iGpuin), C3b—C5 koMIiuieMeHTy

Teprierndopmunii fepmatut

Ennomisiym (erizepmaibia/TKaHnHHA TPAHCIJIIOTaMila3a), Bijkiaienns IgA
y COCOUKOBOMY MIapi IepMU, aHTUTIJIA O [JaUHY

Lemdhieyc

Pemphigus foliaceus

Hecmornein 1-ro tumy, mpkymoioui [gG-antutina go 130 kDa ta 160 kDa mporeinis

Pemphigus vulgaris/vegetans

Hecmorunein 3-ro a6o gecmorein 1-ro + 3-ro TumiB (YpaskeHHs CIM30BUX 000JIOHOK),
nmpkyJtioodi IgG-anTtutina go 123 kDa niporeinis, IgG Ha moBepxHi KepaTHHOIUTIB
ertiziepmicy

IgA nemdiryc (CKII, IHIT)

Hecmoraein 1-ro abo gecmoriiein 3-ro Ta 1-ro Tuiis, Biakaaxenus IgA B31oBxk
6a3zajbHOi MEMOpaHH

[MapaneoractTuanmii nemdiryc

Hecmomuaxkin 1 Ta 2, iecmorviein 3-ro tuny, A2ML1, nepuriakin, Bigkinagenus 1gG
ta C3 B MJISHIT I€PMOETTiIEPMATTBHOTO CITOJTYYeHHST

MpumiTKa. XXUPHUM WPUGTOM BUAIAEH CYTO creumndidHi AlarHOCTYHI MapKepy ABA.

IMITYIOTb €PUTEMATO3HO-CKBAMO3HI Ta HABITH IaITy-
JIbO3HO-CKBAMO3Hi 1ipoiiecu. BpaxoByiouu 1ie, 11pa-
BUJIbHA IHTEPIIPETAllisl KIIHIYHIX Ta J1aO0PaTOPHUX
CUMIMITOMIB TleMiTyca € TpiopUTEeTHIM 3aBAAHHIM
MIPAKTUKYIOUOTO [€PMATOJIOra HAa PI3HUX PIBHIX
HAIAHHSA MeTNIHOI JOTTOMOTH.

Merta po6OTH — TIpOaHAJII3yBaTH MOMIMPEHICTD
OKpeMUX KJIHIYHUX dhopM myxupuaTku y IliBmen-
HOMY perioHi Ykpainu 3a nepion 3 2010 xo 2020 p.,
BUBYUTH OCOOJIMBOCTI KJIIHIYHUX BUSIBIB TUIIOBUX
Ta atunoBux (hopm nemdiryca, pospoOuTH aiaroc-
TUYHUHT aTOPUTM Ta KpUTEPil e)eKTUBHOCTI JTiKY-
BAaHHS HA PAHHIX eTallaX 3aXBOPIOBAHHSI.

Marepiaau Ta MeTOIU

[Tix mammm cnoctepeskertsam 3 2010 mo 2020 p.
niepeOyBasi 88 MaIlieHTiB 3 yTepiie BCTAHOBIEHUM
Ta 1aGoPaTOPHO T ATBEP/KEHIM iarHo30M memdi-
ryca. BikoBwuii miamaszon narientis — 21—75 pokis,
cepeiHiil Bik — 48,5 POKY, CIiBBiIHOIIEHHS Y0JI0Bi-
KiB 1 sxinok — 1:1,2.

PesyibraTu Ta 00roBOpeHHS

Y marttienris, siki iepebyBaJ i/ HAllluM CIocTepe-
JKeHHSIM, Halluacrille AiarHOCTYBAJIu BYJbIapHY
nyxupuarky — y 61 (69,3 %), nemio pimaire — Bere-

tytouy — y 7 (7,9 %) ta epuremarosny — y 6
(6,8 %). [lo pizkicHux (hopm 3aXBOPIOBAHHS MOKHA
BigHecTH repretrudopMunii nemdiryc, BUIBICHUN
v 4 (4,5 %) martienTis, a Takosk IgA ta mapaneoriac-
TUYHY IyXUPUYATKY, [IarHOCTOBAHI 3 OHAKOBOIO
yacToTo0 y 3 (3,4 %) obeTexennx (Tabi. 2).

Y 43 (53,5 %) narienTiB ByJIbrapHa MyXUpYaTKa
HOYMHAIACH 31 CIM30B0OI 000JIOHKH POTOBOI ITOPOK-
HUHU. B KIIiHIUHIN KapTUHI criocTepiraau myxupi,
MO TIBUJKO PYHHYBAJIUCH, Ta SICKPaBO-4EPBOHI
Gouttoui eposii, sIKi He TOLIKMCS TPU 3aCTOCYBaHHI
CTAHZAPTHUX METOIB JiKYBaHHA. 3HAYHO Piaiie
(y 2 (2,2 %) narientiB) nepBuHHI OyJIb03HI eJie-
MeHTH (hOPMYBAJNCA Y IJISTHIT TeHI T

Y 32 (36,2 %) XxBOpHUX 3 BYJIbTAPHOTO TTyXUPUYAT-
KOIO YaCTO BUSABJATHN TIOEAHAHE YPAKEHHS TTKIpH
Ta can30BuX 00010HOK. [letro piamre (y 8 (9,1 %)
MAIiEHTIB) TTEPBUHHI eJIeMEHTH BUHUKAJIN Ha TITKipi
3aJI0BTO JI0 YpaKeHHsI CIM30BUX 000JI0HOK. BifzHa-
yrMo, o ¥ 5 (5,6 %) 0cib Ha MOYaTKOBUX CTa/isX
3aXBOPIOBaHHSI BOTHUIIA YPasKeHHS TOLJTUCS CaMO-
CTiiiHO, Ge3 MPOBEEHHsT CUCTEMHOI Tepartii, TpoTe
32 BIUIUBY MIiHIMaQJIbHUX TPUTEPHUX UYUHHUKIB
(cTpec, 3acTyza, TepeBTOMA) BOHU PEIUIUBYBAJIH.
CepeHiil TepMiH 3arOEHHS €PO3iil IPU ByJIbrapHiit
MyXUpUaTili CraHoBUB 38,5 Hs.
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TabAMLs 2. PO3MOAJA NALLIEHTIB 3 MyXUPYATKOIO 3AAEXKHO BiA KAIHIYHOT PpopmMm 3axXBOpPIOBAHHS (nepioa 2010—2020 pp.)

Kaniniuna ¢popma oxosixu, % Kirxen, % Pa3zom 3a okpeMumMu
TryXupHaarku 20—40 poxis  40—80 pokie  20—40 pokiB  40—80 pokip  CIAAMH IyXHPHATKH
ByuibrapHa 5(5,6 %) 23 (26,1 %) 7(79 %) 26 (29,5 %) 61 (69,3 %)
Bereryioua — 3 (34 %) — 4 (4,5 %) 7(79 %)
JlucronosiGua — 1(1,1 %) — 3 (3,4 %) 4 (4,5 %)
Epuremarosna — 3 (34 %) 1 (1,1 %) 2 (22%) 6 (6,8 %)
TeprieTncopmia — 3 (3,4 %) - 1 (1,1 %) 4 (4,5 %)
InrykoBana — — — — —

IgA nmyxupuarka — 1(1,1 %) - 2(2,2 %) 3 (34%)
[TapameormacTraHa — 2(2,2%) - 1 (1,1 %) 3 (34 %)
3arajibHa KiJIbKiCTb XBOPUX 5(5,6 %) 36 (40,9 %) 8(9,1%) 39 (44,3 %) 88 (100 %)

XapakrepHoio TabopaTOPHO-TIaTHOCTHYHOIO 03-
HAKO0 BYJIbFapHOI MyXUPYATKH, MO CYIPOBOIKY-
ETHCST YPAKEHHSAM TLIBKU CIU30BUX OOOJIOHOK, €
HASBHICTh AHTUTIJ JI0 JIeCMOTJIeiHy 3-TO TUITy Ta
BiICYTHICTBh TaKUX 10 AecMorieiny 1-to Tumy. Mo-
HITOPUHT crienupiYHUX MyXUPIATOUHUX ABTOAHTH-
TLT y TaKUX BUMAAKAX A€ 3MOTY CIIPOTHO3YBATHU
nepebir 3aXBOPIOBAHHS Ta 00paTH ONTHMAJbHIIT
TepPameBTUYHUH aJITOPUTM.

Bezemyroua nyxupuamxa — BiJTHOCHO piJKicHA
(hopma 3axBOPIOBAHHS, IO BUSABISIETHCS BETETYIO-
YUMU PO3POCTAHHSIMU Y JJISTHIT OOJIMYUST Ta BEJIU-
KUX CKJa10K. Ha cborojii ii po3noiisiioTh Ha J1Ba
MiATUNN: BereTytoua nmyxupuatka Helimana (mary-
JIV 1 BeTeTarlil y mepiopaibHii TTAHIN) Ta MyXup-
yatka lanmono (mycrynum i Berertamii y [IiJITHIT
BEJIMKUX CKJIAJIOK).

[Tix vamuwm criocrepeskernsiv Oyau 7 (7,9 %)
MaIli€HTIB 3 BETETYIOUOI0 ITyXUpUaTKoio. B ycix
BUIIQZIKaX BereTyioui gopmu nemdirycy manu ce-
PEMHBOTSKKUN 1epebir, 4acTo MOEAHYI0YNCh i3
GakTepiabHO-MIKOTHYHUMHU YCKJIa[HeHHSIMU. Be-
reTyroui eJieMeHTH Ge3CJIiIHO 3HUKAIM TIPU JOCST-
HEHHi TeparieBTUYHOI KOHIIEHTPaIlil KOPTUKOCTEPO-
i1iB y TKAHUHAX 1 HA IXHIX MiCIIX JIOBI'O 36epirana-
csa nmirmenTartis. Ilepiof emitesnizaiiii 30H ypaskeHHs
IIPY BereTyIouii IyXupyaTii CTAaHOBUB Y CE€PeHbO-
my 34,6 nust (puc. 1).

[3 3po3yminmmx mpUYMH OHA 3 OCHOBHUX MAaTO-
THOMOHIUHUX 03HaK rembiryca — cumrnroMm Hikosb-
CbKOT'O — IIPU BETeTYIOUill ITyXupyaTIi HeraTUBHUIA.

Exconiamusna nyxupuamxa (P. foliaceus, nuc-
TONOAIOHA IyXHUpYaTKa) € PiAKiCHOI (GOPMITIO TIeM-
hiryca, 1110 CyIIPOBOJIKYETHCS YPAKEHHSIM BEJIUKUX
TLJTOTIT TKipH, (POPMYBAHHAM TiITHOK epo3iii, eKc-
(bosriarii, HaKONIMUEHHSIM TLTACTIB BiIIIAPOBAHOTO
emigiepmicy (peHOMEH <«JIMCTKOBOTO TicTar). 3a

BIJICYTHOCTI pallioHaJbHOI Teparii Ipouec MOou-
prO€EThCs Ta HaOyBa€ XapakTtepy eKcdosiaTuBHOI
eputpozgepmii. Ciam3oBi 06OJOHKU yPaKalOThCsS
BKpal pijiKo.

Bignosizno o cyyacnoi kracudikariii 1o rpymu
excosiatuBHOTrO eMdirycy, KpiM JUCTOIOMIOHOI,
TaKOX BKJIOUEHI epumemamosna ta zepnemughopm-
Ha TMyXUpYaTKa, 110 TiCTOJOTIYHO Ta IMYHOTICTOXi-
MiuHO € noaioHIMU. XapaKTePHUM [IarHOCTUIHUM
kpurepiem P. foliaceus € nepeBaskantst B nabopa-
TOPHOMY CKPUHIHTY fiecMoryeiny 1-ro tumy [8].

[Tix Hamuwm criocrepeskernsiM Oyau 4 (4,5 %)
MAI[iEHTH 3 JINCTOMOAIGHOIO TIyXUpUaTKoio. B ycix
BUIIA/IKaX IIPOIEC MaB CTIMKUI XapaKkTep, CIIOCTEPi-
rajacsd BiJICTpOUYEHA TepaleBTUYHA BiJIIOBI/b Ha
3aCTOCYBAHHSI CUCTEMHUX KOPTUKOCTEPOI/IiB Y BU-
coKmX j103ax. KmiHIYHIMEI 0COOIMBOCTSIMU JIHCTO-
HOAIOHOT yXUpUaTKu OYJIN BUPAKEHMT OOTIbOBHIT
CUH/IPOM Ta TIOMipHE MOKHYTTS Y AIISHKAX ypa-
skenHs. [lepion emiTemisaiii eposiif CcTaHOBUB Yy
cepenaboMy 44,5 ust (puc. 2).

Epumemamosny (cebopetiny) myxXupyaTky BUSIB-
nerno y 6 (6,8 %) obereskenux. I dpopma memdi-
ryca MaJjia MeHIII arpecuBHUH miepebir. Y 1 narienT-
KM 3aXBOPIOBAHHS MUHYJIO CaMOCTIiHO (6e3 JIiKy-
BaHHsA), oxHak d4epe3 11 wmic peruauByBao.
[MoripmreHnst cTany B GIIBIIOCTI XBOPUX BigOyBa-
JIOCSI BJIITKY uepe3 yacTe MPUENHAHHS BTOPUHHOI
indexii y Burmami immerturo, domikymity. Ce-
peHill TepMiH 3arO€HHSI 30H yPakeHb CTAaHOBUB
28,5 mus (puc. 3).

lepnemugopmna nyxupuamxa (I'Il) — pinkic-
HUIT BapiaHT memiryca, Mo Mae KIiHIYHY T0/Ii0-
HiCTb /10 Teprietudopmuoro gepmatuty /liopunra,
oftHak JTabopaTOPHO BU3HAYAIOTH aHTHUTIIA IO JIeC-
Morseiny 1-ro ta 3-ro THWIIB, 1O BJIACTUBI ISt
ICTUHHOI ITyXUPYaTKU.
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Puc. 1. Myxupyatka Beretyroya 3a Turnom faAAono
(BUSIBAEHO A€CMOTAEIH 1-1o i 3-ro TMniB)

Puc. 2. EkcdoaiatusHum nemaoiryc, P. foliaceus

Puc. 3. EputeMarosHa (CebopenHa) NyXup4aTka

Mu crioctepiranu 4 (4,5 %) mattientis 3 I'Tl, mpu
I[bOMY B JKOZHOTO 3 HUX He OYJIN ypakeHi CIn30Bi
o6osioHKH. Ha mouaTKOBHX CTA/IisIX 3aXBOPIOBAHHS
obcTeskeHi CKapKUJIUCh Ha MOMIpHUI CBepOiK.
B ycix XxBopux Imporiec JlokaisyBaBcst Ha TyJIyOi Ta
KIHI[IBKAaX y BUTJISI 3TPYTOBAHUX OYJIHO3HUX €Ie-

Puc. 4. lepnetndopMHa NyXMpYaTka (BUSBA€HO
AECMOTAEIH 1-ro T1ny)

MeHTiB giameTpom 10 0,5—1 ¢, 1mKipa B ocepenkax
ypaskerts Oysa jemio rinepemiiioBana. CepeaHiit
TepMiH eriTesizalii 308 ypaxkeHb 1ipu [Tl cranoBus
25,7 mus (puc. 4).

I'TI mana cxoxicThb 3 reprieTuOPMHUM JepMa-
tuToM /lfopwHTa, caMe TOMY BCIM Talli€HTaM 3
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mi103poio Ha reprieTrOpMHUIL meMdiryc MpoBOIH-
Jiu cKpUHIHT (psiMuii ta Henpsimuii [MA) Ha HasIB-
HICTh aBTOAHTUTIJ /10 ZIecMOTJIeiHy 1-ro Tumy.
lapaneonnacmuuna nyxupuamxa (mapameo-
mnactuunuii nemiryc, [111) vamexuTs 10 pigkic-
HUX (DOPM 3aXBOPIOBAHHS 3 YACTOTOIO BUHUKHEHHS
1 Bunazok Ha 500 Tuc. HacemeHHs. Ilepuri cumiro-
MU MOKYTb BUHWKHYTH 33JI0BTO /10 BUSBICHHS
MPUYUHHOI 3JI0SKICHOT 200 10OPOSIKICHOT Ty XJIMHU.

Y mamriit rpymi crniocrepexentst IIT1 6ymo mia-
ruoctoBano y 3 (3,4 %) mamientis. Ha mouatkoBux
CTaliIX 3aXBOPIOBAHHA MaJ0O XapakTep adTO3HOTO
CTOMATHUTYy 3 BUPAKEHUM OOJBHOBUM CHHIPOMOM.
Eposii Oy/1 Hacu4eHOro 4epBOHOTO KOJIbOPY, JIETKO
TpaBMyBaJHCs Ta KpoBoToumau. JlokamizyBaaucs
MePEBAKHO Y IJSAHIN CIIMHKU SI3UKA, TYO, M 'SIKOTO
migHeOIHHS, SCeH.

Ha BizgmMiny BijJi ByJbrapHoi IyXUp4yaTKU IIpU
[IIT aBTOIMYHHOI arpecii 3a3HaIOTh He TiJIbKU 1103a-
KJIITUHHI JlecMOTJIialbHi CTPYKTYPH, a 1 Kapaure-
HOBI Ta IJIaKiHOBI GiJTIKH, SIKi MICTSITHCST Y BHYTPiIII-
HBOKJIITUHHIN YacTuHi mecMocoM. Ile i moscHioe
BUCOKY arpecuBHicTb Ta cTiiikicTh [111. OcHoBHUMEI
JiarnoctnynuMu Mapkepami I111 € mmakinosi aBTo-
anTutiga: nepurakid (190-kd), mecmorumaxin 1
(250-kd) Ta enBorutakin (210-kd).
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AHOAN3 KAUHUKO-AMATHOCTUYECKMX OCODEHHOCTEN
N KpUTEPUEB 3PPEKTUBHOCTY AEYEHUST QYTOUMMYHHBIX OYAAE3HbIX

AESPMATO30B rpynMbl nemeuryca

CoBpemenHast kaaccuGUKaIms ayTOMMMYHHBIX OYJIJIE3HBIX JIEPMATO30B MPeJCTABIeHa TPeMsl rpynnamMmu 3a60JeBaHuii,
UMEIONUX HE TOJBKO KJIMHUYECKOE, HO M THCTOMOP(OIOTHYECKOE, TUCTOXMMUYECKOe M MMMYHOT€HETHYECKOEe CXOJCTBO.
AytonmMmyHHBIE GyJIe3Hble ePMATO3bl — TPYIINIA TeTePOreHHbIX 3a00JIeBaHIi, COMPOBOKAAIONIMXCS (HOPMUPOBAHNIEM
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Iy3bIPell 1 9PO3UIL HA KOJKE U/MJIU CIU3UCTBIX 0O0JOUKAX MOl BIUSHUEM CIEIM(DUIeCKUX ayTOUMMYHHbBIX KOMILIEKCOB.
PaccMOTpeHbl OCHOBHBIE KITMHIYECKUE TIPOSTBJCHIUS U INATHOCTHYECKIE MaPKEPhI 2y TONMMYHHBIX OYJIJIC3HBIX IEPMATO30B
(ABJ), oTHOCSIIMXCS K TPYTIIIEe TIeMduryca.

ITesb paGoTHI — 1IPOAHAIMBUPOBATDH PACIIPOCTPAHEHHOCTD KIMHUYECKUX (GopM 1ry3bipuaTku B FOkHOM pernoHe YKpauHbi
3a epuog ¢ 2010 mo 2020 1.

Marepuasst u MeTobl. [pymiy HabogeHus coctapiau 88 maiueHToB B Bozpacrte ot 21 roga g0 75 jer). M3yuensr oco-
GEHHOCTU KJIMHMYECKUX MPOSIBJICHUIT TUIIMYHBIX M aTUIIMYHBIX (opM meMburyca, paspaboTaHbl AUATHOCTUYECKUI alIro-
put™ 1 Kpurepuu 3(hHEKTUBHOCTH JIEUEHUsT Ha PAHHKX dTarax 3a00JeBaHuUsI.

Pesyabratel u 06cyskaenue. Tak, Byibraptas mysbipyaTka Obia obnapyskenay 61 (69,3 %), seretupyiomas —y 7 (7,9 %),
spurematosnast — y 6 (6,8 %), reprierudopmusiii memburyc — y 4 (4,5 %), IgA myssipuatka — y 3 (3,4 %), napaneoriac-
THYeckas myssipuatka — y 3 (3,4 %) manneHTos.

BoiBoapl. CoBpeMeHHbIE KIMHUKO-AuarHocruueckue ocobennoctu ABJ] (rpymia nemburyca) TpeOyIOT BKIOYEHUS! B
J1a60PaTOPHBII CKDUHUHT METOLOB UMMYHOMDIIIOOPECIIEHTHON MUKPOCKOTIUH, IPSIMOTO U HETIPSIMOTO IMMYHO(EPMEHTHO-
ro ananmsa. Kpurepusmu addekrunocrn seuenus namuentoB ¢ ABJ[ ciepyer cyntaTh He TOJBKO MOJOKUTEIHHYIO
KJIMHIYECKYIO INHAMUKY, HO U CKOPOCTh HCYE3HOBEHUSI Ay TOAHTHTE, HHIYIUPYIONHMX 3a00JeBaHus (JIeCMOTJICHHA, J1eC-
MOIIAKKMHA, NEPUILIAKUHA 1 p.). [Ipy 5TOM BasKHBIM ACIIEKTOM OCTAETCS 3HaHWME KIMHUYeCKuX ocobennocreit ABJl u
GoJIe3Heill, KOTOPbIE UX UMHTUPYIOT.

Kirouessie ciroBa: ayronMMyHHbIE OyJLIE3HBIE IePMATO3bl, TIeMMUTYC, KiIaccubuKaIust, IMarHoCTHIeCKIe MapKePbI, KIu-
Huyeckne GopMbl 11y3bIPYATKH.
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Analysis of clinical and diagnostic features and criteria
for the effectiveness of tfreatment of autoimmune bullous
dermatoses pemphigus group

The modern classification of autoimmune bullous dermatoses is represented by three groups of diseases that have not only
clinical, but also histomorphological, histochemical and immunogenetic similarities. Autoimmune bullous dermatoses are
a group of heterogeneous diseases accompanied by the formation of blisters and erosions on the skin and/or mucous
membranes under the influence of specific autoimmune complexes. The main clinical manifestations and diagnostic markers
of autoimmune bullous dermatoses (ABD) belonging to the pemphigus group are considered.

Objective — to analyze the prevalence of clinical forms of pemphigus in the southern region of Ukraine for the period from
2010 to 2020.

Materials and methods. The observation group consisted of 88 patients aged 21 to 75 years. The features of clinical
manifestations of typical and atypical forms of pemphigus have been studied, a diagnostic algorithm and criteria for the
effectiveness of treatment in the early stages of the disease have been developed.

Results and discussion. Pemphigus vulgaris was found in 61 (69.3 %), pemphigus vegetans — in 7 (7.9 %), pemphigus
erythematosus — in 6 (6.8 %), herpetiform pemphigus — in 4 (4.5 %), IgA pemphigus — in 3 (3.4 %), paraneoplastic
pemphigus — in 3 (3.4 %) patients.

Conclusions. Modern clinical diagnostic features of ABD (pemphigus group) require the inclusion of immunofluorescence
microscopy, direct and indirect enzyme immunoassay in laboratory screening. Not only positive clinical dynamics, but also
the rate of disappearance of autoantibodies that induce the diseases (desmoglein, desmoplakin, periplakin, etc.) should be
considered the criteria of the effectiveness of treatment of patients with ABD. At the same time, knowledge of the clinical
features of ABD and the diseases that mimic them remains an important aspect.

Key words: autoimmune bullous dermatoses, pemphigus, classification, diagnostic markers, clinical forms of pemphigus.
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