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MpuBeneHo HabNAeHUe KIIMHUYECKOTO CryyYasi ceMenHoi 4o6poKavyeCTBEHHOW XPOHUYECKON MNy3blpyaTtki (GonesHu
Xennv—Xennu) n coBpemMeHHble nNpeacTaBneHnst 06 aTmonatoreHese, KNMMHUKE, AWArHOCTUKE U NeYeHun AepMarosa.

Knroyesnie criosa: 6onesHb Xennu—Xennu, AnarHoCTuka, KInmHvKa, nevyeHune, cemeriHas 4obpokayecTBeHHast XpOHU-

YecKasd nys3blpyaTka, aTmonaTtoreHes.

PHUBONM HAOIIOJICHUE CEMEHHOM T00poKaye-
CTBEHHOW XPOHHYECKOH my3bIpuaTku (0ome3-
HA Xelmu—Xennn).

Bompnast M., 39 ner, oOparmiack B KIHHUKY JUIS
YTOYHEHHUS AUarHo3a u gedenus. Cunraer cedst 00IbHOM
OKOJIO 6 JIeT, KOT/Ia B MaxOBBIX CKJIQJKaX Hadaja OIIy-
aTh MOKHYTHE, 3y/l, 00JIE3HEHHOCTh W HENPHUSTHBIH 3a-
nax. J[narnoctupoBana «ocTpast 5K3eMa, 1o MOBOY KO-
TOPOH TOJTyYaja CTaHIapTHYIO POTHBOAIIEPTHUECKYTO
Tepartiio ¢ yaydireHneM. B nocnenyromem 3a0oneBanne
TIPUHSJIO XPOHWYECKUH XapakTep ¢ 00OCTPEHUSIMHU Jie-
toMm. Crryctst 2 rozia oT Hadasia 3a00IeBaHusl OCIIe MOp-
CKMX KyMaHHH W WHCOJSIIMHU BBICHITIAHUS TIOSBHIIHCH
Taxke Ha OOKOBBIX TTOBEPXHOCTSIX IIEH, pa3peIInBIIHe-
Csl TIOCIIe CMa3bIBaHMS MX OETaMeTa30HOBOM Mas3bio.

O0bexTHBHO. BoNE3HEHHBI TpoIece JOKAINU3yeT-
CsI Ha KOXKE MAXOBBIX CKJIaJOK M HapyKHBIX TEHUTAINN B
BHUJIC 9PUTEMATO3HBIX MAIlEPUPOBAHHBIX OJISIIEK C MO~
LUKIMIECKAMI OYEPTAHUAMHE U pa3zMepaMu 4 cM X 5 cM U
6 cM x 9 cM, pe3Ko OTTPaHUYCHHBIX OT 3I0POBOI KOXKH.
Ha noBepxHocTH OnAIIeK BUIHBI KPAacHbIE MOKHYIIHE
9pO3HH, MECTAMH — PBIXJIBIC KOPKH XenToro nseta. I1o-
paKeHHas MOBEPXHOCTh MX HE TOJBKO MalepupoBaHa
1 3pOAMPOBaHA, HO M MpOpe3aHa ITyOOKMMH H3BUIIU-
CTBIMH TpPEIIMHAMH, XapaKTEPHBIMU [T O0Ne3HN XeH-
mu—Xeimm. [lo mepudepun 04aroB BUIHBI OTUHOYHBIC
BSAJIBIC ITY3BIPH C MYTHBIM COICPKUMBIM ((DIHKTEHBI)
Ha ’puTeMaTto3Hoi koxe (Puc. Ha Bkianke). CuMiTom
Hukonbckoro orpuuarensHbli. B ma3kax-oTneuarkax
MIOBEPXHOCTH 3PO3MH MOMHMO TICEBIOMHLEIUS (B
kynsrype Candida albicans) M eqMHUYHBIX CTPENTO- U
CTa()MIIOKOKKOB MMEIOTCS aKaHTOJMUTHYECKUE KIIETKH.
[MocrmenHne OTIMYAIHCh OT KIETOK 7zanck OTCyTCTBH-
€M JIereHepaTHBHBIX U3MECHEHHUH, NMenn OONBIIyIO Be-
JTUYUHY, OBITH HaOYXIITUMH, COIEPKAIN OTHO sIpo 0e3
sapeimek. Knuandeckwii oOmuit M OMOXWMHYECKHN
aHaJIM3bI KPOBH M MOYHM — O€3 MaTOIOTHH. AHAIHU3bBI KPO-
BU Ha cudwmmc, HBS-Ag n BUY — oTpunaTensHbI.

Jlis yTOuHeHNs IUarHo3a ¢ CorTacus OOIBHON TPo-
W3BEICHa OMOMCHS MopakeHHOU Koku. OTMEUEHBI He-
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PaBHOMEPHBIN aKaHTO3 U pa3pacTaHUE MEXKCOCOYKOBBIX
OTPOCTKOB SUIEpPMUCA, HEPABHOMEPHOE PA3BUTHE 3€p-
HHUCTOTO cJiosl. B mmmnoBaTom cioe, mpenuMyIieCTBEHHO
Ha TpaHUIE ero ¢ 0a3ajJbHBIM — MHOKECTBCHHOE pac-
CJIOCHHE, IICICBUIHBIC MTOJNIOCTH (JIAKYHEI) B Pe3yJbTa-
Te akaHToiu3a. [ly3pipu copepxar akaHTOIMTHYECKHE
kieTkd. COCOUKM JIepMbl NaNbLEBUIHO YIJIUHEHbBI
kBepxy (villi), orpaHUYEHBI OIHUM CJIOEM 0a3albHBIX
KJIETOK, MPOHUKAIOT BBEPX B JIAKyHbI. JlepMa yMEepeHHO
oréuHa. B BepxHell ee TpeTu — nepuBACKYJISIpHbIE UH-
(UIBTPATHI U3 THCTHOIUTOB C HAIMYHEM J03MHO(HIIOB
U TUIa3MaTUYECKUX KIIETOK.

CrenaHo 3aKkirOu€HHUE: MaTOrHMCTOJIOTUYECKas Kap-
THHA THIUYHA JUIs 00JIe3HN Xelm—Xenu.

C y4eTroM KIMHUKO-JTa0OPAaTOPHBIX JAaHHBIX MaTo-
TUCTOJIOTMYECKOTO UCCIIEIOBAHMS YCTAHOBJIEH OKOHYA-
TENbHBIA IHarHo3: 00Jae3Hb XeWIu—Xehan, OCI0KHEH-
Hasl KaHJU1030M.

B teuenue nByx Henenb MPOBEACHO J€UEHUE:

- ®nykonason — 100 mr 2 pasa B JeHb;

- Meponenem — 500 Mr BHyTPUBEHHO KayKAbIe & da-
COB, B TeueHue 11 nHew;

- JIunekc — 1 karmc. 3 pa3a B I€Hb;

- JInazonuu — 1 Ta0m. B JicHb;

- Copbucep-nypynec — 1 Tabin. 2 pa3a B JICHb.

HapyxHo:

- AaHUJIMHOBBIE KPaCHUTENH;

- Ma3p Tpunepm.

JOCTUrHYTO 3HAYUTENBHOE YIIyUIllIEHHUE:

- YMEHBIIMIIUCH SpUTEMA U OTEYHOCTh OYaroB;

- 3PO3UHU UHTEHCUBHO JIUTEIU3UPYIOTCS;

- CyObEKTUBHBIC OMIYIICHUSI HE OCCITOKOSAT;

- ICEBIOMULIETNI U KOKKH B Ma3Kax-OTIeyaTKaxX OT-
CYTCTBYIOT.

B nanbHeiieM peKoMeH10BaHO:

- IMCTIAaHCEPHBIN YUET y AepMaToBEeHEPOIIora Mo Me-
CTY KUTEJIbCTBA;

- CBECTH K MHHUMYMY TaKHe TPOBOIMpYIoMIHe (hak-
TOPBI KaK jKapa, MOTCHUE, TPCHHE; OJISK/a JTOJKHA OBITh
MSTKO#, CBOOOIHON U TIPOXJIaIHOM;

- YMOJICHTHI C aHTHOAKTEPUATEHBIMHA JT00aBKaMHU;
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- TONMYECKUE KOPTUKOCTEPOM]bl YMEPEHHO BBICO-
KOW aKTMBHOCTH B KOMOMHAIMM C AQHTUOMOTHKAMH M
AQHTUMHMKOTHKAMHU JJIs1 KOHTPOJISI BTOPHYHOM MH(EKINH:
1) Tpunepwm;
2) NUmaxkopr;
3) GeraMeTa3oH C FeHTAMUILIMHOM 1 KIIOTPHMA30JI0M;
4) a»p03011U U MIEHKH ¢ KOPTUKOCTEPOUIAMH U T. I1.;
NP JUINTEIIbBHOM MX HCIOJIb30BAaHUH BO3MOXKHA
arpodust KOXKH, HapacTaHHUE €€ XPYNKOCTH;
- aHWIMHOBBIE KpacuTenu (l-TpOIEHTHBIH pacTBOp
903MHa, I METUJICHOBOW CHHH, ()YKOPIIHH);
[Tpu obocTpenusx 6onesnn Xeinu—Xenm cucTeMHo:
- xoprukoctepous! (20-40 Mr B CyTKHM B Iepepac-
4eTe Ha MPEIHN30JI0H);
- aHTHOMOTHKY W/WIN IPOTHUBOTPUOKOBEIE ITpenapa-
TBI JUUIsL KOHTPOJISI BTOPUYHOM NH(EKINHY;
- apoMarnyeckne peTuHou bl (DTpEeTHHAT U3 pacye-
ta 0,5 MI/KI' B CyTKH IIPH PaclpoCTpaHEHHOI OoJie3HH
Xetm—Xeinn).

Cemeiinasgs 0OpOKauecTBEHHAs XPOHUUYECKAs
My3blpUaTka — TeHOAEPMaTo3, YacToTa KOTOPOTo Co-
CTaBISIET, KAK MUHUMYM, OAWH ciydail Ha 50 TbIC.
HaceleHus; onucana Oparbsmu Xeinu B 1939 r. [3].
H. Gougerot (1950) ocniapusaet npuopuret y H. Hai-
Iy w H. Haily Ha 0CHOBaHUM ONMCAHHBIX UM CIIy4a-
eB 3a00JeBaHMsI IBYX JBOIOPOIHBIX OpaTrheB M HX
CBHIHOBEH. Y OOJIBHBIX ObLIO OyIIe3HOE MOPaKEHUE
KOXH, KOTOPOE aBTOp Ha3Ball «pemphigus congeni-
tal familial hereditaire» (H. Gougerot et al, 1933),
cxonHoe ¢ BapuantoM H. Haily w H. Haily Tonb-
KO 10 HAJHMYHIO My3bIPEeH U CEeMEHHOMY XapakTepy
3a00sieBaHus, U MOJTOMY OOJIBIIMHCTBO JAEpPMaro-
JIOTOB HAa3bIBAIOT 3TOT JAepMaro3 «0oje3Hblo Xeil-
mn—Xennm» (cun. — ceMeiiHasi JOOpOKaueCTBEHHAs
XpOHHUYECKAsl My3bIpUaTka).

Jtuonarorenes. Jlepexruolii ren ATP2C1 npu
Oone3nn XeWnn—Xewnu ObUl HACHTUPHULIUPOBAH
Ha yyacTtke XxpomocoMbl 3¢21-24. ATP2C1 xomu-
pyer npuBoauMblii B neiictBue ATd-a3o0ii Hacoc
KaJlbIHEBbIX KaHAIOB Ha MeMOpane [onbmxu, n3o-
dopmy-1 cekperoproro nytu Ca®'/Mg* ATdazbl
(SPCA1). bone3np Xeitnmu—Xeinu HaCIIENyeTcs 110
JIOMHUHAaHTHOMY IpPU3HAKy C MOJHOM NeHeTpanuen
W BbI3BaHa MYTalMsAMH, WHAKTUBHPYIOIIUMHU OIMH
aiutens reHa ATP2C1. [pu Gonesnn Xeinu—Xeinu
coobmanock o npuMepHo 100 MyTanmsx, paccesH-
HbIX 110 Teny ATP2C1, HO Bce elle He CHO, KaKUM
00pa3oM yTpara OJHOTO (PYHKIHOHAIBHOTO ajiess
ATP2C1 BBI3bIBAaET aKaHTONN3. YIBTPACTPYKTYpHBIE
HCCIIEI0OBAHUS BBIABIAIOT pa3pylLIeHNE IECMOCOM.

dopMupoBaHuIo MMy3bIpell Ha GoHE pa3pyIIeH-
HBIX MEXKKJICTOYHBIX CBSI3€i CIIOCOOCTBYIOT MeXa-
HUYECKHE, TeMIIEpaTypHble, XUMUYECKHE, ajiep-
ruyeckue, OaKTepuaibHbIe, BUPYCHBIE, IyYeBbIE U
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JpyTue NPOBOLUPYIOIINE BO3ACHCTBUS.
Koppensuuit Mexay reHOTHIIOM U (eHOTUIIOM
He 00HapyKeHO, KIIMHUYECKUE TPU3HAKK — BapHa-
OebHBIE U BCTPEYAIOTCs y OMM3KUX POJICTBEHHU-
KOB B HECKOJIBKUX MOKOJIEHUsAX. OJHAKO, OMUCAHBI
U CIIOpaJuyYecKue cilydad, Kak y MY>K4MH, TaK U
y xeHmuH. Xotss MPHK rena ATP2C1 skcnpec-
CHUpOBaHa TOBCEMECTHO, O0yie3Hb Xelnn—Xenu
OrpaHHYCHA KOXKEH, YTO OOBSICHIETCS TEM, UTO Ke-
PaTHHOLMTHI MOTYT OBITH O0Jiee UyBCTBHUTEIbHBI-
MU K ypoBHAM SPCA1, uem apyrue kietku. YOB-
oONyyeHHe W TPOBOCHATUTEIBHBIE IHUTOKHHBI
ymenbmatoT skcnpeccuro MPHK rena ATP2C1 B
KyJBTHBHPOBAHHBIX HOPMAJIbHBIX KEPATUHOLUTAX,
HO 3Ty CyNpeccHio OJIOKHPYIOT PETUHOMABI, KOp-
TUKOCTEPOUIBI, [IUKJIOCIOPUH, TAKPOIUMYC U BH-
tamuH D,. Buemnue dakrops! (YOB, noTiMsocTs,
TPEHUE) MOTYT NOHMKATh KoinndecTBo SPCA1, ko-
TOPBIN JIOKaIU3yeTcst B 6a3aJbHOM CJI0€ HOPMaJb-
HOTO 3MHJEPMHUCA 10 KPUTHUYECKOTO YPOBHS, UTO
MPUBOJUT K MPOsIBICHUIO 3a00meBanus [1].

Kaunuka. bonesnr Xelnu—Xeiinun 00bIYHO
MPOSBIISIETCSI MEKAY BTOPBIM M YETBEPTHIM OeCs-
TWIETHSAMH KU3HU, HECKOJBbKO Yalle Yy MY>KUHH,
MPEUMYILECTBEHHO Ha y4acTKax TpeHus (Ies, moj-
MBIIICUHBIE BIAJAWHBI, TPOMEKHOCTb, MHTPaMaM-
MapHas W maxoBble oOmactu). O4aru mopaxeHus
OOBIYHO HEMHOTOYMCIICHHBl W JaK€ OAWHOYHBI.
[Ipu mo3amunHoctd THna | MOCT3UTrOTHAas MyTa-
st B ATP2C1 MOXeT MposiBUTHCS B pOpME OTHON
WIN HECKOJIBKUX JIOKAJIM30BAHHBIX MOJOC OoJes-
Hu Xeinn—Xeinu BIoab JIMHUK bramiko (Tak Has.
«cermenTrapHast popmay» 3a0oaeBanus). 3y, 00Ib U
HETIPUATHBIN 3amax SBJIAIOTCS THIWYHBIMHU KaJlo-
0amu OOJNBHBIX PU OOPALICHUH K Bpady; IPH 5TOM
Ha BUIMMO HEM3MEHEHHOM WJIM THIepeMHUpPOBaH-
HOW KOXK€ MOSBISIIOTCS Iy3bIPH IUIOCKOH (OPMBI,
OKpPYIVIBIX OYEpTaHHWiH, C MPO3PAaYyHBIM COIECPIKHU-
MBIM, KOTOPOE BCKOPE CTAaHOBHUTCSI MyTHBIM. Bsutas
MOKPBIIIKA ITy3BIPsI JIETKO pas3pbIBaeTcs, OOHaxas
OoNIe3HEHHBIE PO30BO-KPACHBIC APO3HHU; B PE3YIib-
Tare UX IPYNNUPOBKU U CIUSHUS OJHA C APYTOM,
a TaKke 00pa3oBaHMs HH(PUIBTpaTa 3pO3UHU TPAHC-
(OpMUPYIOTCS B 9PO3UBHBIC SPUTEMATO3HBIE OIS
K{, (DECTOHYATHIX WU MPUYYIJIUBBIX OUYEPTaHUH C
PEe3KUMH TpaHHLAMH. B HX OKpYXHOCTHM HHOTHA
BUJIHBI M30JIMPOBAHHBIE MY3bIPH U 9PO3HUH. bisiiku
W 3pO3UH 10 Nepudeprun MOTYT OBITh OKalMIICHBI
BOCMIAIUTENLHBIM 000AKOM, OaxpOMKOH OTciau-
Batoerocs: snuaepmuca. Cumnrom Huxonbckoro
MOJIOKUTENEH JIMIIb Y YacTH OOJIBHBIX M TOJBKO B
npezenax oyaroB MOpaxkeHus. Pasmepsl Omsiex
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00BIYHO HE MpeBbIaroT 5-7 cM X 10-12 cm. Uspen-
Ka OHM CTaHOBSTCS OOIIMPHBIMH, 3aXBaThbIBas IIe-
JIble PETHOHBI KOJKHOTO MOKpOBa (HampuUMep, BECh
KHMBOT, IPOMEKHOCTh WM SITOAWLBI), PEIKO — Ie-
HEPaJIM30BaHHBIMU C dpUTporepMueil. B KoxKHBIX
CKJIaZIKaX IMOBEPXHOCTH OJSILIEK MalepupoBaHa M
pope3aHa rTyOOKMMHU W3BUIIMCTBIMU TPELIMHAMH,
XapaKTepHBIMH AJIs 9TOro 3aboneBanust. Ha oTKpbI-
TBIX y4YacTKaxX MOKHYILAs SPKO-KpacHas IOBepX-
HOCTh OJISIIIEK MECTaMM HOKPBITAa JKENTOBATHIMU
Kopkamu. ['emopparuu M BTOpPHYHOE HArHOEHUE,
HEPEIKO BO3HMKAIOIIME HA MOBEPXHOCTH OJISIIEK,
NPUBOAAT K 0Opa30BaHUIO 3€JEHOBATHIX U KOPUY-
HEBBIX KOPOK. VIHOT1a 00pa3yroTcs BereTaum, Bep-
PYKO3HBIE HACIIOEHUSI U U3bS3BIICHUE.

Kpaiine peakue ciaydyanm NOpa)KeHUS KOHBIOH-
KTHUB, MTUILEBOAA, ITOJIOCTH PTa U BIArajuila UHU-
LUHUPYIOTCS] TPABMOM MIIM MH(EKINEH.

VY HEKOTOpBIX MAIMEHTOB HAOMIOAAIOTCS MPO-
JOJbHBIC Oelble MOJIOCKU Ha HOTTSAX, KOTOPBIE MO-
MOTaIOT OATBEPAUTH IUATHO3.

Obmiee cocTtosiHMe OOJBHBIX HE HapylIaercs,
OIHAKO HEMPUSTHBIN 3amax, 3y U 007k, 0COOCHHO
B MIaXOBOW 00JIaCTH M MIPOMEKHOCTH CYLIECTBEHHO
HapyIIa0T Ka4eCTBO UX KU3HH.

3aboneBaHue MPOTEKACT JOOPOKAYECTBEHHO Jie-
CATHIIETUSIMH, C 000CTPEHUSIMH (OOBIYHO JIETOM),
MEPEMEKAIOIIUMHUCS C TOTHBIMH HITH YACTUYHBIMHU
peMuccusiMA. Y HEKOTOPBIX MalMEHTOB OOJE3Hb
Xelnu—Xeinu oTcTynaer B MOXKHIOM BO3pacTe.
Perpecc ouaroB nopakeHusi CONpOBOXKAAETCS MO-
CTIPYNTHUBHOM rUIEpIUTMEHTAIUEH.

I'mctosorus. OTMedaroTcsi MIETH M ITy3bIpH
(maxynpl) B HajbazadbHON dYacTH SIUAEPMHUCA
BCJIEJICTBHE aKaHTONW3a. PacmpocTpaHeHHas, HO
YacTWYHAs yTpara MEKKJIETOYHBIX KOHTAaKTOB B
SMHUIEPMHUCE CO3MAET KaPTUHY IIONypa3pyHIeHHON
KUPIUYHOM CTEHb». B BepxXHel yacTu OepMbl —
04aroBble HHOUIBTPATH U3 JTUM(OHUTHBIX KIIETOK,
THECTHOIIUTOB C IPUMECHIO 03UHO(DMIIOB 1 TI1a3Ma-
THYECKHX KJIETOK. B THE TaKyHBI — COCOYKOBBIE BbI-
POCTHI JIepMBI TATBIIEBUIHON (OPMBI, MOKPHITHIE
OITHUM cJ10eM 0a3albHBIX KJIETOK (Tak Ha3. villi) [2].

Junarnocruka. 3a00eBaHme THArHOCTHPYETCS
Ha OCHOBAHHMH T€HEAJOTHYECKUX TAHHBIX, KIMHH-
YECKOM CHMITOMATUKM W rucrtojoruu. Ilomumo
KOHCTaTallid CEMEWHOTO XapaKTepa JIepMaTosa,
pexkoMeHmyeTcsl (10 BO3MOXXHOCTH) M TEHETHYE-
CKO€ KOHCYJIETHPOBAHHE.

JAuddepenunaibublii AMarLo3. OK3eMa WK
nH(pekuus (0akrepraibHas, TPHOKOBast, BUPYCHAS)
ABJISIOTCS HanboJee YacThIMHM OIIMOOYHBIMU JHa-
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THO3aMH KOJBLEBUIHBIX WM KOPKOBBIX OJISIIICK
Oone3nu Xennn—Xennu.

l'uneprpoduyeckasi MHTEPTPUTUHO3HAsSE 00-
Je3Hb Xeidan—Xeiian HaromuHaer 0ose3Hb Jla-
pee, HO akaHTONW3 Tpu Oone3Hn Xenmu—Xennn
OoJiee pacpoCTpaHEHHBIH, a JUCKEPAaTO3 — MEHEe
BbIpaXCHHBIN, yeM npu Oonesnu [apwe. Ilocnen-
Hs1s1 0OBIYHO HAYMHAETCSI B IETCKOM BO3PACTe U IO-
CTEIIEHHO NPOrPECCHPYET.

Byane3nasi, uau spo3uBHas (opma 0ose3HI
Xeitiu—XenJam MoXeT UMUTHPOBATH AKAHTOJIUTHYE-
CKYTO Ty3bIpuaTKy. OT ByTbrapHON M BETETHPYIOMICH
my3bIpyaTku  0oJNe3Hb XeHnn—XeWnu OTIHJaeTCs
4acTO CEMEWHBIM XapaKTepOM, JIOKaTU3alueil ChIlu
TIOYTH BCET/a B KOXKHBIX CKITAIKaX, OTCYyTCTBHEM I10-
pPaKEHUS CIM3UCTHIX O0O0JOUEK W JIeTeHEePAaTHBHBIX
M3MEHEHHH B aKaHTOUTHYECKHX KiIeTKax. CHMITOM
Hwukonbckoro game orpunarensueiid. CaMouyBCTBHE
OONTBHBIX OCTAETCS YAOBIETBOPUTEITHHBIM.

boaesnn Xelan—Xelan TreHUTAJUil MOXHO
MPUHATH 32 OCTPOKOHEUYHbIE WJIM IIMPOKHE KOHJHU-
JIOMbI, BHYTPUAIIUTENNAIIbHYIO HEOIUIA3UIO BYJIbBBI.
JuddepeHnnanud moMoraeT BHPYCOJIOTHUYESCKOE,
CEPOJIOTMYECKOE U TUCTOJIOTUYECKOE UCCIIEIOBAHMUS.

[pu 6one3nn Xeinu—Xeimu qudy3HbIii aKaH-
TOJIN3 MaJIbIIUTHEBA CJI0SI HE TPOSBISETCS 10 I0-
JIOBOTO CO3pEBaHUs, a IPU BPOKAECHHOM 3IIHJIEP-
MOJIM3€ OTCYTCTBYET CBSI3b MEXK]Y SIMUAEPMHUCOM U
JICpPMOM; HEPEJKU aHOMAJIUU Pa3BUTHS 3y0OB, Tpe-
LIMHBI A3bIKA, CKYIHBIA BOJIOCSHOM IMOKpPOB, pas-
JINYHBIE HEPBHBIE U NICUXUYECKHUE HAPYILLICHUS U JIp.

Tepanus. Jleuenue 3arpyauutensao. Konrpo-
JUPYEMBIX MCCIEJOBAaHUN HE MPOBOIMIOCH. Pexo-
MEHJAIMK B JIUTEPAType MPOTHBOPEUUBHI; OOJIb-
IIMHCTBO OCHOBAaHO Ha OMBITE OAHOTO-JABYX CIy-
4yaeB 0e3 UIMTENFHOTO MOCIEAYIOIIET0 KOHTPOJIS.
S. Burge n A. Hovnanian (2014) [1] cymmupoBaim
JIUTepaTypHele AaHHble 00 3¢ddexTHBHOCTH pa3-
JUYHBIX TEPANeBTUYECKHUX TOIX0J0B, OTHECS HX B
oany u3 tpex rpyn (I, I, uiu 111 Be16OD):

a) TIepBBIN BHIOOP:

1) yMEHBIIUTH TPEHHUE U [TOTOOTACIICHNUE;

2) 5MOJICHTBl C aHTHOAKTEPHAJIBHBIMH J10-
0OaBKaMUu;

3) 3aMEHUTEIHN MBLJIA;

4) anTucenTuueckue 100aBKHU /sl BaHH;

5) MecTHbIE KOPTUKOCTEPOUIBl YMEPEHHO
BBICOKOI U BBICOKOW (hapMaKOJIOTMYECKOH ak-
TUBHOCTH B COYETAaHUM C TONMYCCKUMH WIIH
MepopaIbHBIMU aHTHOMOTHKAMU H/MIIH MIPOTHU-
BOTPUOKOBBIMHU TIIpenaparaMu — AJIsl KOHTPOJIS
BTOPUYHON MH(EKINH.
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6) oOneryenue 6OIM — MECTHO, UITH CUCTEMHO
(HEKOTOPBIM MAIMEHTAM JIAXKe TIOKa3aH MOPUH);
0) BTOpOIi BRIOOD:

1) MecTHBIE KOPTHKOCTEPOUIBI CBEPXBHICO-
KOM (hapMaKOJIOTHIECKON aKTHBHOCTH B KOMOH-
HaI[U¥ C TOMMMYECKUMU W TIepOpPaThbHBIMHU aH-
TUOMOTHKAMH W/HIM TPOTUBOTPUOKOBBIE TIpe-
Taparsl — /U1 KOHTPOJISI BTOPUYHOW WH(EKIINH;

2) mpemuu3omnoH 1o 20-30 Mr/neHs ¢ mocTemneH-
HBIM CHI)KEHUEM — JUIsl KOHTPOJIS 000CTpeHNH;

B) TpeTHii BEIOOD (3¢ (EeKTUBHOCTD HE TOKAa3aHa):

1) aHTHCTAPUIOKOKKOBBIE AHTHOWOTHKH,
HanpuMep, HU3KHE 036l TETPAIMKINHA B T€Ye-
HUE 6 MECSIEB WU JIOJIBIIIE;

2) MECTHO — TaKPOJIIMYC;

3) MECTHO — TaKaJIBIUTOJ WU KaJIBIIUTPHOT,

4) MecTHO — 5-(hTopyparmi;

5) CUCTEMHO — ITUKIIOCTIOPUH 2,5 MT/KT;

6) CUCTEMHO — PETUHOW/IBI, HAUWHAS C HU3-
KOH 103bI — JUIsl MUHMMM3aLUU OCJIOKHEHUH;

7) metotpekcar 10-15 M B Heneno;
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KNHIYHUX BUNAOQOK CIMEMHOI AOBPO-
AKICHOI XPOHIYHOI NMY3UPYATKHN (XBO-
POBW XEUNI-XEWUNI)

OwoatoH A. [1., PomaHeHko K. B., lop6yHuoB B. B.

A3  «[Hinponemposcbka MmeduyHa akademis MO3
YkpaiHu»

HaBeneHo cnoctepeXeHHs KIiHiYHOro BUNaaKy CiMenHoi
[06pPOSKICHOT XPOHIYHOT My3upyaTkn (xBopobu Xenni—
Xelni) Ta cyvacHi ysiBNeHHs WoJo eTionaToreHesy, Krii-
HiKW, OiarHOCTUKM i NiKyBaHHA AepmaTtosy.

Knroyoei cnoea: piarHocTuka, etionaTtoreHes, KIliHika,
nikyBaHHg, cimeriHa JobposikicHa XpOHiYHa ny3upyarka,
xBopoba Xenni—Xenni.

A CLINICAL CASE OF THE FAMILIAL BE-
NIGN CHRONICUS PEMPHIGUS (MORBUS
HAILEY AND HAILEY)

Dyudyun A. D., Romanenko K. V., Gor-
buntsov V. V.

“Dnipropetrovsk Medical Academy of Health Ministry of
Ukraine” SE

The observation of a clinical case of the familial benign
chronicus pemphigus (morbus Hailey and Hailey), and
current notion of etiopathogenesis, clinical presenta-
tions, diagnostics and treatment of the dermatosis have
been presented.

Keywords: clinical presentation, diagnostics, etiopatho-
genesis, familial benign chronicus pemphigus, morbus
Hailey and Hailey, treatment.
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