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OBPEMEHHBIN B3IJIA/] HA KJIMHUKY, JUATHOCTUKY
U JIEYEHHE JOOPOKAYECTBEHHOU CEMEMHONM My3bIPYATKH
[yxkepo — Xemnn — Xernu. O630p TUTEPATYPHI

Hpoxanna M. b.*, Kowkuu C. B.

KPOBCKMIA rOCYAapCTBEHHbIA MeANLMHCKNIA yHIBEpCUTET MIUHUCTEPCTBA 34PaBOOXPaHeHUs Poccuiickoin Geaepaumn
610027, Poccuitckas denepauusd, r. Kupos, yn. K. Mapkca, n. 112

OnuncaHbl COBpEeMeHHbIe NPEACTaBNeHNsa 0 npeapacnonaralLmx gakrtopax, 0COOEHHOCTAX
FUCTONOMMYECKNX N TEHETUYECKUX NBMEHEHWNI, PONW KOAMPYIOLWEro MyTaHTHoro reHa ATP2CH,
NOKanM30BaHHOIO Ha XPOMOCOMe 3 B natoreHese AoOpoKayeCTBEHHON CeMENHOM Ny3bipyaTku [yxepo —
Xennun — Xennu. MNpeacTtasBneHsl AMarHoCTUYecKkne Kputepumn, andepeHumanbHas onarHocTnka ¢
ApyrmMm 3a6oneBaHnaMM 1 COBPEMEHHbIE METOAMKN NeYeHNd 4aHHOro 3abonesaHus.

Knto4eBble CroBa: ao6pokayecTseHHas cemeiiHas nysbipyarka MNyxepo — Xeinu — Xeinu, KoaupyIoLLmii MyTaHTHLINA reH
ATP2C1, aaresunBHble CBOICTBa KOPaTUHOLIMTOB, COKPETOPHLI MyTb hepMeHTa Ca?t/ Mn2+ AT®aabl (RSPCA1)

KOHQOMUKT MHTEPECOB: aBTopbl 3a9BMI0T 06 OTCYTCTBIN NMOTEHLMAaNbHOr0 KOHQMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B AaHHOW CcTaThbe.

Ona umtupoBanug: OpoxanHa M. b., KowkuH C. B. CoBpeMeHHbIV B3rMAA Ha KIWMHKKY, AMarHOCTUKY 1 nedveHne fo-
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Il [o6pokadecTBeHHas cemeiiHas nysbipyatka [yxe-
po — Xennn — Xennu nepeBoHavancHoO 6bina onucaHa
H. Gougerot B 1933 rogy, HECKONbKO No3gHee ony6nmnkosa-
v pesynsTaTbl CBOUX HAGMOAEHUA 1 NPEQoXNIN Ha3Ba-
Hne 6onesHu 6patba H. Hailey n H. Hailey (1939) [1]. 310
XPOHWYEeCKM peunavsupytoliee 3abonesaHue, nepeparo-
Leecs ayToCOMHO-AOMWHAHTHO C HEMOJSHOM NeHeTpaumen
reHoB. lNpvmMepHO 2/3 nauMeHTOB C AaHHbIM AMarHO30M
MMelT CeMelHbI aHamHes, 1/3 cnydaeB — cnopaguye-
ckmne [2]. OnucaHbl MHOFOYUCNEHHbIE BHYTPUCEMEWNHbIE
heHoTUNUYeCcKMe Bapnaumm 3abonesaHus, a Takxe OTCyT-
CTBME YETKUX KOPPENsAUUiA reHoTun — dpeHoTun. 310 CBU-
0eTenbCTBYET O TOM, YTO BNINSIHWE (DAKTOPOB OKpYXXatoLLemn
cpedbl U/unu Opyrnx reHeTUHecknx HakTopoB MOXET MO-
OMdMLMpPOoBaTh KIMHUYECKYIO KapTUHY 3ab0sieBaHus.

To4yHble faHHblIe O pacnpocTpaHeHHOCTU Aobpokaye-
CTBEHHOW CeMeVHOWN ny3blpyaTku OTCyTCTBYIOT. ViMeeTcsa
MH(popMauma O YacTtoTe BCTpeYaeMocTu 3abonesBaHus
cpean nHaumnues: 1:50 000 [3]. My>XUrHbI U XXEHLUMHbI Oau-
HAKOBO 4acTo cTpafjaloT [Oo6POKa4eCTBEHHOW CeMenHON
ny3bipyaTtkon [2]. Kak npasuno, 3a6onesaHve aebotnpyet
B MOAPOCTKOBOM BO3pacTe unu o 40 net, XoTs, KpanHe
penKko, BCTpeyvaloTes crydan Hadana 3abonesaHvs B [eT-
ckom Bo3pacTte (puc. 1). BbicbinaHnsa npevmyLLecTBEHHO
pacnonaratTcs B KOXHbIX CKragkax, Ha y4actkax TpeHus
KOXHbIX MOKPOBOB, 3a4acTyl0 XapakTepuayloTcs 3/10BOH-
HbIM 3anaxom. [Jobpoka4yecTBEHHas cemeriHas nysbipyar-
Ka npoBouMpyeTcsi NOTOOTAENEHNEM, YNbTPaUONETOBbLIM
obnyyeHnem, TpaBmartusaumen, BO3[eNCcTBMEeM Tenna.
BbicbinaHus KpaviHe pegKo MOXHO O6HapyXWTb Ha OTKPbI-
TbIX y4yacTkax KOXHOro nokposa. O6bl4HO 3abonesaHue
060CTpsAeTCA B IeTHee BpeMms, B 3UMHee HabnogaeTcs He-
nonHas pemmcens. OnaceHne BbI3bIBAET YacTo nNpucoegu-
HAoLeecs BTOpUYHOE MHMUMPOBaHWe, 6akTepuarnbHoe,
MUKOTUYECKOE MW reprieTuyeckoe, TpebytoLliee HasHave-
HWUA aHTMOaKTepuanbHOM UM NPOTMBOBMPYCHON Tepanuu.
OT10 3a6oneBaHne, 6€3yCNOBHO, CHUXXAET KaYeCTBO XXMU3HU
NauneHToB, HO He SBMSETCA YrpoXaroLwwmMm daTanbHbIMK
nocneacTBUAMMU.

CpegaHsist NpoOomKUTENIbHOCTb XU3HW NaLMEHTOB C AO-
6pOoKa4eCTBEHHOW CEMEMHONM My3blpHaTKON He OTn4aeTcs
OT TaKoOBOW B O6bIYHOM NOMyNALUN.

OpHO3Ha4YHO JOKa3aHHOW TeopuM BOSHUKHOBEHUS J0-
6pOKa4YeCTBEHHOM CeMEenHOW ny3blpYaTKu B HacTosLlee
BpeMsi He cyllecTByeT. VI3BECTHO NWLlb, 4YTO B nartore-
He3e 3aboneBaHusa BaXxHas posib OTBOAUTCH HapyLLUEHWUIO
afre3vBHbIX CBOWCTB KepaTuHouuToB. KepaTtuHouuTbl
yaepxXusaroTca pyr ¢ OpyroMm nocpefnctsoM LeCMOCOM
N afre3vBHbIX COedVMHEHUR. DT COoeauMHEHUs COCTOAT
M3 KabUWIA-CBA3bIBAKOLWMX TpaHCMeMOpaHHbIX TINKO-
NPOTEMHOB, KOTOPbIE OTBEYAIOT 3a KIETOYHYIO aaresuto.
O6wmii pedekT agre3mm KepaTMHOLMTOB, MO-BUAMMO-
My, SBMSETCA BTOPUYHBIM MO OTHOLLEHMWIO K NEPBUYHOMY
nedekTy 6enka kanbumesoro Hacoca ATP2C1. ATP2C1
kopmpyeT cekpeTopHyto Ca?/Mn?* AT®agy (hSPCA1). My-
TaHTHbIM 6enok ATP2C1 npu cemenHon Jo6poKa4ecTBEH-
HoW nysbipyaTke [yxepo — Xennn — Xenu Bbl3blBaeT
noTepro YyBCTBUTENBHOCTU PELENTOPOB K CBA3LIBAHUIO
1 nepeHocy noHos Ca?* n Mn?*. Kak cnepgcTsue, HapyLua-
eTca npouecc hocdhopunmpoBaHna Monekyn agresuvm [4,
5]. Huskunii ypoeHb Ca?* B annaparte ['onbaXu Bbl3biBa-
€T HapyLleHne npoueccoB 06paboTkn 6enka, B YacTHO-
CTW Jes3opraHmsaumio PyHKUMOHMPOBaHUA OecMornenHa
n 6enkoe agre3un (kagregpuHos) [3]. CnepcTeuem Bcex
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3TUX NPOLIECCOB ABNSAETCH WHTpasnuaepmalnbHbIA akaH-
TONU3, 1 NPOABMAETCA KIMHUKA [OOPOKaYeCTBEHHOW ce-
MerHon nyabipyaTku. [pu akaHTonMse KepaTUHOLMUTHI
NOMyYNIM CPaBHEHNE C «BETXON KMPMUYHOW CTEHOM» (pag
JecMocoMaribHbIX KOHTaKTOB KepaTWHOUWUTOB He yTpa-
YeH, OHU YAEepXMBAKT KIMeTKU Mexay Co60M, Kak 4acTb
HepaspyLLUEeHHOW LeMeHTHOW Knagku). lNarorucronorunye-
CKasi KapTvHa Ha paHHUX cTagusax 3abonesaHuns BbIABNAET
NakKyHbl, chopMUPOBaHHbIe cyrnpabdasasibHbIMK LLensaMm
N aKaHTONMUTUYECKMMUN KreTKamMu, BbICTUNAKOLWMMN CTEH-
KU LWener n cBob604HO B HUX nexalummu. JlakyHbl nocte-
NEeHHO MpeBpaLlalnTCca B LUMPOKME aKaHToNUTUYeckue
MHTpasnuaepMaribHble nonocTn. Hepenko umeercs anu-
JepMarnbHasa runepnnasus 3a c4eT yoJIMHEHUs 1 pa3BeTB-
neHns anngepMarbHbIX BbIPOCTOB [6]. AKaHTONUTUYecKne
KNeTKn npuv OO6pOKa4YeCTBEHHON CEeMEenHOW ny3blpyaTke
MNy>xepo — Xennn — Xennu takxe MMeT psfg 0COOGEH-
HOCTEN: YeTKO O4Yep4eHHoe A4p0, COXPaHMBLLYIOCH SPKO-
303UHOMUNBHYIO LMTONNa3My. TUNNYHbIE «KPYrTible Terlb-
La» n «3epHa» BCTpevatoTcs peako [6].

B 2009 rogy 6b1n0 NpoBefeHo uccrnegoBaHue naum-
€HTOB C [06pOKaYeCTBEHHON CEMENHOW My3blp4aTKoM,
KOTOpOEe Mnokasano, 4To copepxaHne Ca? B 6azanbHbIX
KepaTUHOLMTax 3HAYUTESIbHO CHUXXEHO MO CpaBHEHWUIO
C KOXeWN 300pOoBbIX Ntofern, Kpome Toro, B 3TOM UCCNefno-
BaHUK ObIIO BbISBIEHO HapyLLeHWe npeobpa3oBaHus Ke-
patuHa 14 B kKepatuH 10 [7]. lNMepexon kepatuHa 14 B Ke-
patvH 10 Nnpu 0O6POKAYECTBEHHOM CEMENHON Ny3bipyaTke
Myxepo — Xewnu — Xewinu n npu 6one3Hn Japbe aBnseT-
ca aHomanbHbiM. OTBeYaloT 3a 3TOT MPOLECC KepaTUHO-
LUTbI, 9KCMpeccupyoLmMe LUTOKepaTuH, KoTopble 06bI4HO
He BbIABMATCA B HOPMarnbHOM anugepMuce, a npu Bbille-
yKa3aHHbIX 3a6051eBaHNsX BbISBNAIOTCA B 60MbLUIOM KONU-
yecTBe. ABTOPbI BbIABUHYNN MMMNOTE3Y, YTO HapYLLUEHHbIN
rpagveHT Kanbuus CBfi3aH C U3MEHEeHWsAMU peLenTopoB
AT®, 1, KaK CnefcTBMe, HapyLLaeTcs SKCNpeccus LMToke-
patuHa, ycunmeaeTcs aHoMarbHbIA nepexos kepatuHa 14
B kepaTuH 10, 4TO NPUBOAMUT K peanu3aunn KInHUKKU 60-
ne3Hu dapbe n 0O6pOKa4eCTBEHHOM CEMENHOW ny3bipyart-
ku MNy>xepo — Xennun — Xennu.

Puc. 1. [1e6toT 406pOKa4ECTBEHHOM CEMEIHON Ny3bIpYaTKy B ETCKOM BO3pacTe
Fig. 1. Debut of benign pemphigus in childhood



M3yyeHrne ceMenHbIX 1 cropagu4eckmx criydaeB ce-
MeHON [J06pOKa4eCTBEHHOM My3blp4aTkKu B KUTAMCKOM
nonynsaumMun BbIBUIO PAL MyTauuii, pacCesHHbIX No BCEMY
reHy ATP2C1 [8, 5]. Ha cerogHsiLLHWA OeHb YyCTaHOBNEHO
He MeHee 81 pasnu4yHon MyTaumu.

KnnHuka xpoHn4eckon [o6pokaveCcTBEHHON CeEMEeNHOM
ny3bIpYaTKU XapakTepusyeTcs MosBASIOLMMUCSA HA HEU3-
MEHEHHOW 1NN crerka rmnepeMmMpoBaHHON Koxe BynnésaHbiX
BbICbINaHWA, KOTOpbIE JOKaNM3ylTCa MPenMyLLeCTBEHHO
B 06/1aCTN €CTECTBEHHbIX CKNafoK: MOAMbILLEYHbIX, Maxo-
BblIX, 6€[PEHHbIX, MEXbArOANYHbIX, MOA, MOMTOYHBIMUY Xene-
3amu (puc. 2, 3). Pexe nopaxatoTcs 60KOBble MOBEPXHOCTU
Len, BHYTPEHHAS MOBEPXHOCTL 6efep, MnosioBble opraHbl.
[MoABNAITCA TOHKOCTEHHBIE MYy3bIPU, KOTOPbIE MOTYT ObITb
crpynnupoBaHbl. [y3bipy, Kak npasuio, He6onbLUNX pas-
MEpOB C CEpPO3HbIM COAEPXUMbIM, 6€3 CYyOBLEKTUBHON
cumnTomMaTK. Ha mecTe nerko BCKpbIBAKOLLMXCH My3bl-
pen 06pasyroTcs 3p03nn, Ha MOBEPXHOCTU KOTOPbIX BO3HU-
KalT CePO3HO-THONHBIE CIIOUCTbIE KOPKX, HanoMuHaoLme
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MMMNeTUro. YuntbiBas TO, YTO My3bIpy ObICTPO BCKPbLIBAOT-
cs1, 06HapPYXUTb UX 06bIYHO He yaaeTcs. duameTp 3po3un
C POBHbIMW MW NONMULMKITNHECKMMM OHEPTAHUAMN MOXET
coctaenate 10 cM n 6onee, OHU MOTYT COMPOBOXAATLCSH
3M10BOHHbIM 3anaxom. Mo nepudepumn odvara nopaxeHus
Hepeako BUAOHbI BAMbIE My3bIPpU Y MENKNE eANHUYHbIE 3PO-
31K € 06pbIBKaMU MOKpbILLEK Ny3bipei. NoBepXHOCTL o4a-
roB B CKflafKax KoXu MauepupoBaHa, NoKpbiTa rnyooKnmm
N3BUANCTbIMU TPELUMHaMW, HanoMMHalWMMU MO3roBble
N3BUNWHBI (pUC. 4), YTO ABNAETCH NATOrHOMOHUYHBIM KIn-
HUYEeCKMM Npu3HakoMm 3abonesaHuns. OYeHb 4acTo NMpUCo-
eQuHAEeTCA BTOpUYHAsA CTaPUIIOKOKKOBAs M KaHOMOO3Has
NHdeKuus (puc. 5). CBoeBpeMeHHOe Ha3Ha4eHne aHTbno-
TUKOTEpanum obecrneyvmBaeT OOCTaTOMHO ObICTPLIA ycnex
B NleyeHun. B maskax-oTrneyaTkax ¢ NOBEPXHOCTU 3PO3Ui
06Hapy>XUBAKT aKaHTONUTUYECKNE KIETKN, KOTOpbIE, B OT-
NYne OT aKaHTONMUTUYECKMX KNEToK TuaHka npu NCTUHHOM
ny3bipyaTke, XapakTepusyloTcs OTCYTCTBMEM [ereHepa-
TUBHBIX U3MEHEeHWU. [pn XpoHMYECKO [06pOKa4eCcTBEH-

Puc. 2. TUM4HbIE BbIChINAHIS B MOAMBILLEYHbIX CKMAZKaX U MOJ MOMOYHBIMIA Xene3ami
Fig. 2. Typical rash in the axillary folds and under the mammary glands

Puc. 3. Tunn4Hble BbICbINaHNs B NaxoBO-0eApeHHbIX CKNaaKax
Fig. 3. Typical rash in inguinal-femoral folds

Puc. 4. «Mo3roBble 13BuIMHbI» B 0671aCTIA BbICHIMAHNIA
Fig. 4. “Brain gyri” in the area of rashes

Puc. 5. MpucoeanHenme BTopu4HoI MHdEKLUK
Fig. 5. Accession of a secondary infection


http://www.dermatolog4you.ru/sovet_derm/gistologija/akantoliz.html
http://www.dermatolog4you.ru/stat/diff/puzyrchatka_istinnaja.html
http://www.dermatolog4you.ru/stat/diff/puzyrchatka_istinnaja.html
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Puc. 6. funepnurmenTaums B 001acTv Pa3peLLMBLLKXCS BbIChINaHuiA
Fig. 6. Hyperpigmentation in the area of resolved lesions

HOW CEMEWHON My3bip4aTKe akKaHTONMUTUYECKME KIIETKU
COXPaHSIOT XXM3HECMOCOBHOCTb M, B KOHEYHOM WTOre, A0-
CTUrasi MOKpPbILLKK My3bIps, oporosesatoT [3]. Monoxurens-
HbIA CMMNTOM HWKONMBCKOro onpeAensieTcs nuLlb y 4acTu
60MbHbIX B Mpepenax o4aros nopaxeHus. Cnusnctble
060/104KM 1 KOHBIOHKTUBA, Kak MpaBuio, HE MopaxatoT-
cs. Okono 70 % naumeHToB C AaHHbIM 3aboneBaHMEM [e-
MOHCTPUPYIOT NPOAOSIbHYIO NIEMKOHMXMIO (6ECCUMMNTOMHbIE
6erble NpoJosbHbIe NMomnockl Ha HorTax) [9]. 3abonesaHve
ONUTCS  [eCcATUNeTUsSMK, COMPOBOXAAETCA peumavBamm
(MperMyLLIECTBEHHO B NIETHEE BpeMms) n pemuccusamu. MNpu
3TOM CamO4yBCTBME GONbHbIX HE CTpadaeT, a NeTasnbHble
MCXOAbl AaXe NpU reHepann3oBaHHbIX hopMax AepmMarosa
He HabnopatTcs. O6bI4HO NMPY paspeLleHny o4aroe Mno-
paXeHUs Ha UX MecTe BO3HUKAIOT nanynbl UM Beretaumm
C SIBMEHUSAMW OPOrOBEHUSI N ASIMTESIbHOE BPEeMsi OCTaeTcs
runepnurmeHTaums (puc. 6).

WHTepecHble peaynbTathbl 6b111 MONy4eHbI U NPY NPoBe-
[OEHUN OTEYECTBEHHbIX CCNENOBaHMI NaLmMeHToB ¢ Jo6po-
Ka4eCTBEHHOM CEMENHOM My 3blp4aTkom N'yxepo — Xennu —

Xennu. ABTopbl JoKasanu, 4To Hanu4me cnaboadUHHbLIX
IgG-ayToaHTUTEN U PACTBOPUMbIX UMMYHHbIX KOMMIEKCOB
B MEXK/ETOYHOWM CBA3bIBAIOLLEN Cy6CTaHLMM anugepmuca
C BOBJIEYEHMEM CUCTEMbI KOMMIEMEHTa CBUOETENLCTBYIOT
O MNPUYACTHOCTU MMMYHHOW CUCTEMbI K PA3BUTUIO OAHHOIO
3aboneBaHns, YTO NOATBEPXAAETCH KITMHUYECKU MONOXMN-
TeNbHOM AMHAMUKOW MpU Ha3Ha4YeHUN UMMYHOCYNpPeCcCcuB-
How Tepanuu [10].

B nnaHe pguddepeHunanbsHom AMArHOCTUKU  WUH-
TEpecHO cpaBHEHME [OOPOKAYECTBEHHOW CEeMEMHOW ny-
3blpyaTtku Nyxepo — Xennn — Xennn ¢ 6onesHbto [a-
pbe. NMoMMMO aHamHecTuYeckux (6onee paHHee Havano
NPenMyLLIEeCTBEHHO B JETCKOM BO3pacTe) U KIMHUYECKUX
pasnMynin gaHHbIX 3abofieBaHWUin (Nokanusaumsa o4arosB
NOPa>KeHUsi Ha KOXe LUeun, rpyau, nuua, a He B eCTEeCTBEH-
HbIX CKMafKax, Kak npu Jo6poKayeCTBEHHOW ceMenHOWn
ny3blp4aTtke, MHOXECTBEHHbIN XapaKTep Y3eSKOBbIX Bbl-
CbiMaHun), pasnu4ymii B rMCTONOMMYECKON KapTuHe (npu
éynnesHon dopme 6one3Hn Lapbe B oTAn4MEe OT Xpo-
HUYECKON [06pOKa4YEeCTBEHHOW CEeMENHON MNy3blipyaTKu
B anvaepMuce HabnoJalTCs «Kpyrible Tena» n «3ep-
Ha», OTCYTCTBME NanbLEeBUOHbIX BAABAEHWA B anuaep-
MUC OTEYHbIX COCOYKOB LepMbl), peluarollee 3Ha4veHue
B AndcpepeHUMansHOM QUarHoCTUKe urpaeTt BbiIBfIEHME
reHeTU4eCcKUX MyTaumin, KOOUPYIOLLMX OaHHble 3aboneBa-
HWSA: NPY CeMenHON Ny3blpyaTke MyTaums B reHe ATP2C1,
NI0OKann3oBaHHOM Ha XpomMocoMme 3, BeCbMa cxoxa C fe-
heKkToM reHa npu 6one3Hn Japbe, Npy KOTOPON Takxe
onpepgenseTca gedeKkT KanbuMeBoro Hacoca, Ho Kogmpy-
eTca aToT AedeKT myTaumen reHa ATP2A2 [5, 11]. Kpome
TOro, npu 6one3Hu Nyxxepo — Xennn — Xewnnu BbisBEH
€[VHbIA MYTaHTHbIA FeH C TaK Ha3blBaeMbIM «aKaHTOSIN-
TUYECKUM [epMaTo30M CKNadoK HWKHUX KOHEYHOCTen»
(ATP2C1), B peaynbrate Yero MOXHO NPeAnooXNTb, HYTO
haHHoe 3aborneBaHne MOXET OblTb BapMaHToM 6051e3HU
MNyxepo — Xennn — Xernu [12]. C «akaHTONMUTUYECKMM
0epMaTo30M CKIMafoK HWXKHUX KOHEYHOCTEN» aBTopbl
CTaTby CTOSIKHYIUCb B XOA€ CBOUX KITMHUYECKUX HabIo-
OeHWI BnepBble, NO3TOMY MO3BONUNU cebe NpeasioxuTb
HasBaHWe HoBOro 3abonesaHusa. [Mnotesa o efuHCTBE

Tabnuua 1. QuddepeHunansHo-AnarHoCTUHECKINE KPUTEPIM NHTEPTPUTMHO3HBIX MOPAXEHNIA KOXV NPI PasNnyHbIX 3a00neBaHusx [15]
Table 1. Differential diagnostic criteria for intertriginous skin lesions in various diseases [15]

3aboneBanue

InbdepeHunanbHo-AMarHoCTUYeCKne KpUTepum

+ 9pO3NPOBAHHbIE GNALLKK, PACTONO0XEHHbIE HA 9PUTEMATO3HOM (hOHE B CKNAZKaxX KOXK

[lobpokayecTBeHHas cemeinHas nysbipyartka yxepo —
Xennn — Xennm

« Kopku, MaLepauus, TpewnHbl o TUMY <MO3TOBbIX N3BUIMH»

« 3penbiit Bospact Ae6rota (30-40 ner)
+ [pogonbHas nenkoHMxns

Kanango3 KOXHbIX CKNagok

» 4eTKO OTrpaHu4eHHble 3PUTEMATO3HbIE NATHA

« MHOXeCTBO Nanysn v nycTyn no nepucepun 0CHOBHOIo o4ara

« benecoBatbiii HANET HA NOBEPXHOCTU 3/IEMEHTOB
« [TonoxuTtenbHas npo6a ¢ ruapoKcuaom Kanms

VIHTepTPUrMHO3HbIN Ncopuas

« [MnepemMupoBaHHbIe, 46TKO OTTPaHNYeHHbIE GNALIKN
« fIpK0-PO30BbIil LBET

» [nagkas, BNaxHas, MaLepupoBaHHas NoBEPXHOCTb, + TPELNHDI
«+YacToe BOBNEYEHNE APYTNX YHACTKOB FNaKoN KOXM U HOT TN

» ®eHOMEH CTeapyuHOBOro NATHA He BOCMPON3BOJUTCS

» XOpOLLO OTrpaHUYeHHble 3PUTEMATO3HbIE BMISALLKN

nuaepmouTyus +[IPOCBETNEHHbIN LEHTP U BAMKOOGPA3HO NPUNOAHATLIA Kpaii
« Hanuuue nycTyn, nanyn uiu ny3sipbkos Ha nepudepni ovara
+ KpacHOBaT0-KOPNYHEBbIE NATHA C TEHAEHLMEN K CIINSHNIO
3putpasma « YeTKue rpaHnLibl 04aros

« Kopannoso-kpacHoe cBe4eHue nog namnoi Byaa (kopuxebaktepus)
« 3enieHOe CBeYeHNe noj namMnoii Byaa (CuHerHonHas nanoyka)

Ce6opeiiHblit fepMaTuT

* HeTKO OTrpaHNyeHHbIe 3PUTEMATO3HbIE 0Yaru
*+ OPO3UM U TPELLUHBI
+ )KenTble XXUPHbIe KOPKO-YeLlyiiku
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reHesa HeKOTOpbIX AepmaTonorndecknx 3aboneBaHui
SIBNAETCA BeCbMa MHTEPECHOW, TaK KaK 9TO Janeko He
nepBbIA criydan, Korga npy pasnuyHbiX gepmaTosiornye-
CKMX HO30M0rnsax onpenensietcs OAMHAKOBbIA KOOUPYO-
LM MyTaHTHBIN reH. TakuMm o6pasoMm, 6bina, Hanpumep,
JokasaHa accouuauua anuaepMosIMTUHECKOrO  UXTUO-
3a U JpUTPOKEpPaTOLEPMUN CUMMETPUYHOM [OTTpoHa.
VY 3Tux, Kasanocb 6bl, reTeporeHHbIX 3ab6oneBaHnin 6binm
BbISIBfIEHbl €ANHble KogupyoLmne MyTaHTHble reHbl, KRT1
n KRT10, 4T0o no3Bonuio aBTopamM fokasaTtb, YTO IpUT-
pokepaTogepMusi cumMmeTpuyHaa [OTTpoHa sBnseTcs
Pa3HOBMOHOCTbLIO 3NMOEPMOSIUTUHECKOTO UXTMO3a, a He
caMoCTOoATENIbHbIM 3aboneBaHuem [13, 14].

OundbdpbepeHumanbHO-gUarHoCTM4eCcKe Kputepum Lo-
6poKay4eCTBEHHOW CeMENHOM ny3bipHaTku Ny>xepo — Xen-
m — Xewnnu ¢ gpyrumm 3aboneBaHusMU NpeacTaBieHbl
B Tabnuue 1.
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OncbdepeHumansHO-gUarHocTM4Yeckne  rmcTonoruye-
CKne Kputepun [o6pokavyeCcTBEHHON CeMenHOM ny3blpyaT-
Ku MNyxepo — Xennn — Xennu v BynbrapHom ny3sbip4yaTku
Takxe NMEeKT psf, XapakTepHbIX 0Co6eHHocTen [16], KoTo-
pble npegcTasneHsl B Tabnuue 2.

JleyeHne [o6poKaYeCTBEHHOW CEMENHOW My3bipYaTKu
Iyxepo — Xennu — Xennu B HacTosiLLiee BPEMS HaYNHAKOT
C MPUMEHEHWS TONMNYECKUX CTEPONAOB N TOMNYECKUX aHTU-
6aKkTepuanbHbIX cpedcTs (Tadn. 3).

B cnyyae HasHayeHMsa aHTMOWOTUKOTEpanuu npeano-
YTeHue oThaaeTcs Makponmaam u TeTpaumknuHam. lNMogaep-
XuBaroLlas Tepanus ocyLLEeCcTBAETCA MECTHbIM NPYMeHe-
Huem Takposnumyca [18].

MauneHTam, TOpnMAHLIM K NPOBOAMMONM Tepanuu, Ha-
3Havasics 4arncoH, MeToTpekcar, petuHonabl [19] (n3oTpe-
TUHOWH UMW auuMTPeTuH) K 3TpeTuHaT. [aHHble MeToauKM
NleYeHns1 He nokKasasnu BbIPaXXeHHOro CTOMKOro addpekTa.

Tabnnua 2. [nddepeHumanbHo-AnarHocTNYECKMe MUCTONOTYECKIe NPU3HAKI LOOPOKA4ECTBEHHON CEMEIHOM My3blp4aTkit [yxepo — Xewnm — Xeisn v BymbrapHoi

ny3blpyarkm [17]

Table 2. Differential diagnostic and histological signs of Gougerot — Hailey — Hailey’s benign familial pemphigus and Pemphigus vulgaris [17]

Kputepun [lo6poKayecTBeHHas cemeliHas ny3bipyatka [yxepo — Xenum — Xeinn BynbrapHas nysblpyarka
INETTE BbIpaXKeHHbIN, NPOTAXKEHHbIA, C BOBJIEYEHUEM 60/bLINHCTBA CI0EB JloKanuaoBaH npenmyLLeCTBEHHO Ha CynpabdasanbHOM
anugepmuca. INNTeNNIA NPMAATKOB KOXKM He MOpPaxeH YPOBHE, PAacNpOCTPAHALTCA HA 3MUTENNIA NPUAATKOB KOXI
MonuroHanbHble N [UCKEPATOTUYHbIE, C 06PA30BAHNEM Y4ACTKOB
AKaHTONNTMYE- «BETXOWM KMPMUYHOI CTeHbI». OTCYTCTBYIOT n8m3HaKm JereHepaTmBHbIX [lereHepaTHBHbIE M3MEHeHNA, AMCKEPaTO3 0TCYTCTBYeT

CKune KNneTku W3MEHEHWUN B aKaHTOJIUTNYECKNX KNETKax.

OXPaHAs XU3HEecnocoo-

HOCTb, AOCTUTAKOT NOKPbILWKK NYy3bIPA U OPOroBeBarOT

anuaepmuc

Tunepnnasus ¢ yanuHeHueMm n pa3BeTBeHNEM BbIPOCTOB 3MUAEPMUCA

B npouecc He BoBNeKaeTcs Unn onpegenstorcs
€ANHNYHbIEe YHACTKN aKaHTONM3a

Kopko-yeluyinku

MpuCYTCTBYIOT B 6OMbLLIOM KONMYECTBE

Kak npaBuno, oTCyTCTBYIOT

Peakuns npamoii
MMYHOM00peC-
LeHuum

OTpuuatenbHas

MonoxuTenbHas: BbIABAAOTCA MEXKIIETOYHbIE
otnoxeHus 1gG u/unu komnnemerta (C3 pakuus)
Ha MOBEPXHOCTU KePaTUHOLMTOB

Tabnuua 3. MpuHUMNLI Tepanim 106POKAYECTBEHHOI CEMEIAHOI Ny3blp4arTky yxepo — Xeiinn — Xeinu [15]
Table 3. Therapeutic principles of Gougerot — Hailey — Hailey’s benign familial pemphigus [15]

VHAMBNAYanu3MpoBaHHas KOMOUHUPOBaHHAs Tepanns

YpoBeHb [OKA3aTeNbHOCTH

Tonuyeckue CTeponabl, MHII- Octpas (pasa KnoGetason 1A, 11l
6UTOPbI KaNbLIMHEBPUHA MonaepxyBsaoLLas Tepanus Takponumyc 1A, 1l
[lonoHNTeNbHO
KnuHaamuuuH
lepBas NUHMA: MECTHOE [eHTaMULMH AT
neveHue Mynupount ’
KeTokoHazon
AHTMOMOTMKM JloKCULMKINH 1A, 1ll
BTopas nuHus: cuctemHas [ancoH
ApUTPOMULMH 11l
EHULUNNH
Nccevenue 1A, 1l
. BoTynoToKcuH A 1A, 11l
TopnuAHOCTL K NPOBOANMON Tepannu
epambpasus

asepoTepanus 11l

Y3K0N0a0CHOE ynbTpacnoieToBoe 061y4eHne

OT6enuBaHune U XN0preKCMANHOBbIE BaHHbI

[ueta, CHUXeHne Beca

061ne MeponpusTus

CBoGOAHAs 0fexaa

bopb6a ¢ runeprugpo3om

136eratb Npe6bIBAHNS B XKAPKOM U BIOXKHOM KnuMare

< | < < < | <
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MeToankn NpUMEHeHUst UMMYHOCYMNPECCaHTOB (METOTPeK-
caT, umknocnopuH) [20—23], X0Tb M yMeHbLUAIOT CUMMTO-
Mbl BOcMasieHus (6011, OTEKW, CKOBAHHOCTb), HO C TOYKM
3pEHNs CTOMKOro TepaneBTUYECKOro addekra ABnsaTCs
CrnopHbIMU. HW ogHO KpynHomaclutabHoe uccrnepgoBaHue
He npepnaraeT YeTKOro gokasaTesnibHoOro noaxona K MMmy-
HOCYMNpPEeCCUBHOWM Tepanuu npu nevyeHnn Jo6poKadyecTBeH-
HOWM ceMenHoM ny3bipyaTtku. [ocKonbKy HebnaronpusaTHble
NnocnepcTema MOryT ObITb TSXKESbIMU U MHOrAa faxe cMmep-
TeNbHbIMU, Takne MeTofbl NevYeHUs OOMMKHbI MHULMUPO-
BaTbCA OCTOPOXHO M B3BELLUEHHO.

MpumeHeHne fancoHa cBfA3bIBAIOT B MEpPBYIO o4vepenb
C ero 6akTepuuugHbiM 1 6akTepuocTaTnyeckum agek-
ToM. Ero npoTtuBoBoCnanuTesibHbI MeXaHu3M LOencTBuS,
CcKopee Bcero, CBs3aH C MHrMbMpoBaHWEM HeWTpounoB
nyTeM nofasneHusl ranoreHna-MuenonepokcuaasHom cu-
CTEMBI.

B Taxenbix cnyyaax TedeHus 3abonesaHus Obin OT-
MeYeH XOpoLUnM 3pheKT OT NpUMEHEHUs hoToguHammu4ye-
CKOW Tepanuu ¢ 5-aMUHONEBYNMHOBOW KMCNOTON [24].

WHTepecHble pe3ynbTatbl 6bIIM MOYyYEHbl MpU Npu-
MEHEHUN HU3KUX 003 UHbEKLMA 60TYNOTOKCUHA A [25-28].
KoHTposb runeprngposa, KOTopbiv yCyryonsaeT cemMenHyto
JobpokadecTBeHHY0 ny3blipyaTky yxepo — Xewnnun —
Xennu, MoXeT ObiTb MEXaHU3MOM 3TOr0 HeCcTaHAapTHOro
nogxoga K Tepanuu paHHoro 3abonesaHus. Pemuccun

NPOJOIMKUTENBHOCTLIO HE MeHee 12 mMecAueB 6bINn [o-
CTUMHYTbI C WUCNOSIb30BAHWEM TOSIbKO GOTYNIMHUYECKOrO
TOKCUHA.

Takxe mMmeroTcs coobLueHns 06 UcnonNb3oBaHUN Nn-
KonvpponaTta Ans nevyeHus ceMenHom [o6pokaveCcTBEHHON
ny3bIp4aTKM C UMbl KOHTPOMS 3a NOoTOOTAeNneHmeM. IT0
npenapat pacTUTENbLHOrO MPOUCXOXAEHUS C aHTUXONUHEP-
rMYecknum apeKkToM. B oTnmyme oT xmmmyeckux aHarno-
roB, npenapar UMeeT KOPOTKWUI Nnepuop nonyebliBefeHUs
W, KaK CnefcTene, okasblBaeT MeHbLUee BINSAHME Ha LieH-
TpasbHyt0 HEPBHYIO cuctemy [29].

Ony6n1koBaHbl aHHble O NepopasibHOM MPUMEHEHNU
cucteMHoro aumtpeTtuHa [30], a Takxe BHYTPUMbILLEYHbIX
MHBbEKUMAX anedauenta [31], galowme xopoLumii Tepanes-
TUYECKUA 3PIEKT NpU ceMenHon [o6poKa4YeCTBEHHON Nny-
3blpyaTke. MiMeloTcs coobLLEeHNst O MPUMEHEHNN KafeKco-
Mepa noguaa [32]. N3 dmnsnotepaneBTndeckmx npowenyp
NPUMEHSIETCA Y3KOMOosocHasa ynetpaguonetosas ¢oTo-
Tepanusa b, nasepHas abnauus, gepmabpasms [33-35].

MpencTaBneHHbln 0630p NUTEpaTypbl AEMOHCTPUPYET
COBpPEMEHHbIE BO3MOXHOCTU OMArHOCTUKU W NeYeHns [o-
6poKa4eCTBEHHOW CeMerHOM ny3blpyaTku My>xepo — Xen-
M — Xewnu, NpakTUKyemble B APYrnx cTpaHax, u OuKTyeT
HEeOOXOAMMOCTb  O6CYXAEHUA BHECEHUS KOPPEKTUPOBOK
B CTaH4apTbl OKa3aHus creumanmampoBaHHON MeaULMHCKON
MOMOLLM naumeHTam ¢ aaHHbIM 3a6onesarviem. [
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