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lMpeacraBneH cnyyar OTHOCUTENBHO PEAKOro Aepmarto3a — cemMelriHov 0OpoKayeCTBEHHON XPOHNYECKON My3bIp-
yaTku (bonesHb Xennn—Xewnu), HacrnegyemMon no ayToCOMHO-AOMWHAHTHOMY Tuny, Y nauneHTkn 58 net. O606LueHbl
AaHHble 3TMONOorMM, natoreHesa, KNMHUYECKOW KapTuHbl U AnddepeHumansHon anarHocTukm. OnmcaHbl OCHOBHblE

nyTn ne4vyeHuna 3aboneBaHus.

KntoueBble cnoBa: cemeitHas [obpokadecTBEHHas XpoHudeckas nysbipyatka (OonesHb Xeinwu—Xeinu), ATP2C1 reH, kanbuueBble

AT®da3bl, KNMMHUYecKkas kapTuHa, neveHue.

Karpova EN, Schneider DA, Bobko NK. Clinical case of Hailey-Hailey disease. Saratov Journal of Medical Scientific

Research 2015; 11 (3): 442-444.

The study presents a relatively rare case of dermatosis. It is familial benign chronic vesicular fever (Hailey—Hailey
disease) in a 58-years old female patient which is inherited as an autosomal dominant mode. The data about etiology,
pathogenesis, clinical picture and differential diagnosis were summarized. The main ways of treatment of the disease

are described.

Key words: familial benign chronic vesicular fever (Hailey-Hailey disease), ATP2C1 gene, calcium ATP-ase, clinical picture, treatment.

CemeiiHas [06pokayecTBEHHaAs XpoHu4veckas mny-
3blpyatka (bonesHb Xewnu—Xennu) — XPOHUYECKUN
WHTpasanuaepmarbHbiii OynnesHbil gepmartos, TUn Ha-
CrnefoBaHUs ayTOCOMHO-AOMUHAHTHBINA C NMOSHOW MNeHe-
TPaAHTHOCTbIO U BapuabernbHON 3KCMPECCUMBHOCTbLIO [1,
2]. NepBoe onucaHne 3aboneBaHns y AeTen npyHagne-
xunt Gougerot n Allee (1933), pa3suTue nocrne nepuo-
Aa MonoBoro cospesaHus oTmeTunn bpates Howard u
Hugh Hailey B 1939 1. [3, 4].

Omuonoeus. Pa3Butne 3abonesaHnsi CBA3aHO C My-
Taunen ATP2C1 reHa, NokanmaymrLerocs Ha XpomMoco-
mMe 3921-q24, koTopbin koaupyeT cuHted Ca ATdasbl
(Tvn 2 Homep 1) [5, 6]. OTOT hepmeHT yyacTByeT B pa-
©oTe KanbLMeBOolr NoMmMbl, YTO obecneymBaeT cTabunb-
HO HM3KMIA ypoBeHb Ca?++ B uutosone. Lienas rpynna
kanbumnesbix ATdas, pasnuyarLlmxcs no nokanuaauum
B KIETKE, CTPOEHMWIO 1 Cnocoby perynsaumm, nepeHocuT
MOHbI KanbLUWs M3 KNETOYHOr0 COKa BO BHEKIETOYHYHO
XWUAKOCTb UMW BHYTPUKIIETOYHbIE AENO KanbUus — ny-
3blpbKM 3HAO0MNNAa3MaTUYEeCKOro peTukynyma [7].

VIoHbI KanbLmsa UrpatoT BEAYLLYIO POrfb B MEXKIIETOY-
HOW aaresvu, No3TOMy HapylleHus B paboTe kanbuue-
BOW NMOMIMbI NPUBOASAT K NATONOMMYeCKUM U3MEHEHUSIM B
POPMMPOBAHUN CLIENNIEHNS MEXAY KNeTkamun (akaHTo-
nm3y) [3, 8].

EcTb MHOro npeanonoXeHum o npuymMHax MaHude-
cTauum KNMHUYECKMX NposiBneHnii 6onesun Xennu—Xemn-
NN: OKCMAATUBHBIN cTpecc, TpaBMmbl [9, 10], rpubbl, 6ak-
Tepun, Bupychl [11], n3bbIToMHOE NOoTOOTAENEHME, TaKKe
paspabartbiBaeTcs reHeTudeckas KOHLUENuuss CermeH-
TapHbIX NPOSIBIEHNI ayTOCOMHO-AOMUHAHTHbIX 3abone-
BaHWUi [12]. YunTbiBasi 0COGEHHOCTM NaToreHesa, MOXXHO
NpeanofioXnTb POrb HAPYLLEHWI KanbLmMeBoro obMeHa,
Kak Bcreacteve geduunta ButammHa [l n ero akTMBHO-
ro metabonuta 1,25 guokcmxonekanbumdepona, Tak 1 B
pesynbraTte ancbanaHca nonoBbiX FOPMOHOB.
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KnuHuyeckasi kapmuHa. BbiCbinaHns nokanusyTcs
NPeVMyLLECTBEHHO B CKNagkax (MaxoBblX, NOAMbILLIEY-
HbIX, MEXbAroANYHbIX), NMOA MOIOYHBIMU Kenesamu,
Ha OOKOBbIX MOBEPXHOCTSX Llew, Tynosuwe, Gegpax.
MepBUYHBIN 3NeMeHT — Ny3blpb UMK rpynna nysblpen
HebOomnbLUMX pa3MeEpPOB C CEPO3HbIM COAEPXKMMBIM, KO-
TOpble O4eHb ObICTPO BCKpbIBaOTCS, 0OHaXasi 3po3uu,
Ha NMOBEPXHOCTU KOTOPbIX BO3HUKAKOT CEPO3HO-THONHbIE
CINOUCTLIE KOPKM U U3BWUIUCTbIE TPELLMHbI, TaKk Ha3blBa-
eMble MO3roBuaHble M3BUNUHbLL. Becneactene GbicTporo
BCKPbITUS My3bIPel NX MOXXHO He 06HapYXWUTb NpPU OCMO-
Tpe 6onbHoro. Cnneasck, Ny3bipy 06pasyoT 3pO3UBHbIE
o4arm ¢ YeTKUMW rpaHuLaMn U KenToBaTbiIMKM KOpKaMum
Ha NOBEPXHOCTU, XapakTePEH POCT No nepudepun ¢ pas-
pelLeHneM B LieHTpe. B natonorunyeckuii npouecc MoryT
BOBJIEKATbCS CMM3UCTbIE 0BOMOYKM KOHBIOHKTUBI, PTa,
nuwesoaa, Bnaranvuia. PaspellueHne naTonorm4yeckoro
npoLiecca MOXeT NPONCXOAUTb CMIOHTAHHO, HE OCTaBNAst
py6LOBbLIX M3MeHeHU. CUMNTOM HMKONBbCKOro NONoXu-
TeneH NuLLb Y YacTn GONbHbLIX 1 TONBKO B Npegenax ova-
roB nopaxexus [13, 14].

lMamoaucmonozus. B anuaepmnce Lenn 1M NakyHsbl;
aKaHToNM3, NpuU3HaKM AucKepaTo3a; Hepeako WMeeTcs
anuaepmanbHas rvnepnnasvs, napakeparos. Peakuus
NpPSMON UMMYHOMOPEeCLeHLMN oTpuuatensHa [13—15].

[uarHocTtuka 6onesHn Xennn—Xennu OCHOBaHa Ha
o6HapyeHun BynnesHbiX BbICbINAaHUI B MeCTax ecTe-
CTBEHHbIX CKMafoK, XPOHWYECKOM peunanBupyroLieM
TevyeHun 3aboneBaHunsi, yoOBNETBOPUTENIBHOM CaMO4yB-
CcTBUN BOMbHbIX, HACNEACTBEHHOM aHaMHe3e, HanMunm
aKaHTONMUTUYECKMX KINETOK 6e3 aereHepaTBHbIX U3Me-
HEeHWN, OaHHbIX buoncum [13,14].

OuddepeHumanbHaa anarHOCTUKa NPOBOAUTCH C
BYNbrapHoW My3blpyaTkon, repnetuopMHbIM aepma-
TuTom [topuHra, 6ynnesHon cdopmon 6onesHu [dapbe,
MUKPOOHOWN 3K3eMOWN, UMMNETUrO, KaHAMAO030M KPYMHbIX
Ccknapok, cybkopHeanbHbiM nycTynesoM CHepaoHa—
YunkuHcoHa [14].

[eHeTMyecKkunin TECT OQHO3HAYHO NOATBepPXAaeT Ana-
rHO3, ykasblBas Ha Hanuume myTtauun ATP2C1 reHa [6].
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JleweHue. B ocHoBe apbdeKTMBHOM Tepanuu nexuT
NPaBUSbHBLIA TUMIMEHNYECKUIA PEXMM, KOMOMHAUMS CUMb-
HbIX TOMNYECKNX CTEPOMAOB, aHTNbakTepnanbHbIX U dyH-
rMumaHbix npenapatoB [16]. CucTEMHble aHTUOUOTUKK
(9pUTPOMULIMH) CHDKAIOT GakTepuanbHyl KOMOHU3aLMo
B OYarax MOpaXXeHWUsi, YTO CMOCOOCTBYET YKPEMNEHNIO
MEXKIETOUHbIX CcBsA3en. [17]. CucTeMHble KOPTUKOCTEPO-
nabl NokasaHbl Npy oOLIMPHBIX NopaxeHusix [18]. MNposo-
avnncb paboTbl MO U3yveHto 3hdeKTMBHOCTU Tonude-
CKOro Takponmmyca, TOMMYeCKMX aHanoroB ButamuHa [,
CUCTEMHbIX PETUHOMAOB, LIMKITOCNOPYHA, aunTpeTMHa u B
pedpakTepHbIX crydasx metotpekcara [19-24], Ho ogHu
N Te Xe npenaparbl Okasanucb 3hdeKTBHbI He y BCeX
nauveHToB. PekomeHaytoT Aepmobpasuto [25], 60TynoTok-
cuH T1n A [26], pasnunyHble nasepsl [27, 28], doToamHamm-
Yeckyto Tepanuio [29]. Ham npegcraBnaeTca MHTEPECHON
BO3MOXHOCTb MOSOXUTENBHOMO BIUSHUS CYO3pUTEMHBIX
003 ynbTpadnoneToBoro nsnyvyeHns, sButammHa A n npe-
napaToB KarnbLusi, YTO MPUBEAET K YBENMUYEHWIO CMHTE3a
BUTaMmHa [, NOBbILEHNIO aKTUBHOCTU KanbumeBbix AT-
®a3 n Hopmanusauum NPoLIECCOB KepaTuHM3aLmMu, a Takke
OKaXXeT MpPOTUBOBOCNANUTENbHLIN 3ddekT. OgHako 3ToT
Bornpoc TpebyeT AanbHENLLEro N3y4YeHus.

MpuBoaMM cobcTBeHHOE HabnogeHue U3 KivHu4Ye-
CKOW MpaKTUKK.

MaumnenTtka T., 58 neT, obpatmnacb k AepMaToBeHe-
ponory no mecty xutensctea B Mmapte 2015 . ¢ Ds: «bo-
nesHb Xennu—Xennuy.

Mpu noctynneHun GornbHas npeabsBrsna kanoobl
Ha BbICbINAHNA Ha KOXe TyrnoBuLa, KOHEYHOCTEMN.

M3 aHamHe3a u3BecTHO, 4YTo GornbHOM cebs cumTaeT
c 1989 r., korga Bo Bpemsi BTOpon 6epemMeHHOCTH, npe-
UMYLLECTBEHHO B CKMNagkax — MaxoBblX, MOAMbILIEY-
HbIX, MOSIBUMUCH BbICbINAHWS, KOTOpbIE BMOCHEACTBUM
pacnpoCTpaHWIMCb Ha KOXy TYNOBMLIA, BEPXHUX WU
HWKHUX KOHeYHocTel. HeogHokpaTHO nevmnace B Knu-
HMKE KOXHbIX U BeHepunyecknx bonesHen CapaToBCKOro
rocygapCTBEHHOIO MEAULMHCKOIO YHUBEpPCUMTETa MMEHU
B.W. Pasymosckoro (KKBE CIrMY) c guarHosom: «Ce-
MeliHasi JoOpokavyecTBEHHasi XPOHMYeckas ny3blpyaTka
Xennn—Xennny». Nonyyana cuctemMHoe neveHvne npeg-
HW30MOHOM, TPUAMLIMHOMOHOM, aHTMOakTepuanbHbIMU
npenapatamu, TOMUYECKUMWU CTepougamMu — C He3Ha-
ynTenbHbIM ahdeKTOM. BbinMckM NpegocTaBuTb HE MO-
*eT. MNocnegHsaa rocnutanusaums B 2008 r. TeyeHune
3aboneBaHnsa XpOHWYECKoe, peumanBmpytoLlee, BHece-
30HHOoe. C 2008 no 2015 r. k BpayaMm He obpallanaco,
camMoCTOATENbHO Neynnacb TabnetnpoBaHHbIMK Op-
MamMn TPUaAMLMHOMOHA, MPEeaHU30M0oHa, TOMUYECKUMMU
cTepongamu (akpugepm) — C NepemMeHHbIM YCNEXOM.

HacnencTtBeHHOCTb: OTeL, NauMeHTKN OTMeYar noxo-
Xue BbiCcbinaHna ¢ 20-neTHero Bo3pacrta, MaTb 340pPOBa;
cbiH ¢ 16 net (9.08.1983 r.p.) cTpagaet 6onesHbio Xewn-
nn — Xewnu, HEOQHOKPaTHO Haxoamncs Ha ambynartop-
Hom neveHnn B KKBB CI'MY, goub (26.02.1990 r.p.) ne-
peHecna yganeHvue npaBblX NPUMAATKOB MaTKu1, a Takke
cybTOTanbHyH pe3eKL Mo TOHKOW KULLKM MO NOBOAY ANC-
repMmMHOMbI NPaBOro SIMYHMKA C MeTacTasamu B BO3pac-
Te 18 net. OHKonornyeckune 3abonesaHns y reTeposnrot
onucaHbl MHorMmu astopamu [30, 31].

ConytctaytoLme 3abonesaHus: Muonus criabow crene-
HW. [lopconaTtus Ha MOSICHNYHO-KPECTLIOBOM ypoBHe. OcTe-
oxoHapo3. pbika aucka L5-S1; npotpyansa aucka L4-L5.

lMepeHeceHHble 3aboneBaHusi: ¢ 2011 r. npu3HaHa
uHsanugom |l rpynnel no nosoay AedOpMUpPYHOLLErO
ocTteoapTpo3sa |V cT. npaBoro n nesoro TazobegpeHHOro
CyCTaBa C BbIpaXXeHHbIM HapyLLeHNeM YyHKLMK.

B 2014 r. npon3BegeHo ToTanbHOE 3HAOMNPOTE3M-
poBaHWe npaBoro Ta3obenpeHHOro cycrtaBa, B MapTe

OVENEREOLOGY

Puc. 1. MaunenTtka T., 58 net. BonesHb Xennu—Xennu.
Mapt 2015 .

2015 r. — TOTanbHOE 3HOONPOTE3NPOBAHME NIEBOIO Ta-
300eapeHHoro cycTtasa.

Ha mMomeHT obpalleHms KOXHBIN CTaTyc xapakTepu-
30BariCsi pacrnpoCTPaHEHHbIMW B cknagkax (MaxoBbiX,
NOAMbILLIEYHbIX, MEXBATOANYHBIX), NOA MOMOYHbLIMU XKe-
nesamu, Ha GOKOBbIX MOBEPXHOCTAX LUEW, TYrNOBULLE, B
obnactu reHuTanuii MenkMMy BSMbIMU My3bIpsiMX, Ma-
LepMpPOBaHHBbIMK O4araMu 3puTEMbI pa3amMepoM Ao 5x7
CM B OMaMeTpe C YETKMMM OYEPTAHUAMU U HEPOBHOW
NMOBEPXHOCTLIO, Ha KOTOPOW Onpeaensiniucb TPELLUHBI
N yyacTK/ BEPPYKO3HbIX paspacTaHuii, 3po3un, cepos-
HO-THOVHO-remopparm4eckue kopku (puc. 1). Cumntom
Hu1KonbCKoro NoNoOXUTENbHLIN Ha yvacTkax, Henocpea-
CTBEHHO MpUSIEratoLLmX K odaram nopaxkeHusl.

Ha ocHoBaHun anob, AaHHbIX aHaMHe3a U KIUHU-
YeCKOWN KapTUHbI 3aboneBaHns Obi1 NOCTaBIEH ANArHO3:
«CemelHasa [oOGpokayYeCcTBEHHAsA XpOHMYecKas My3bip-
yatka (bonesHb Xennm—Xewnnum)y.

MpoBeneHbl cnepylolwme AMArHOCTUYECKUE UCCrie-
JoBaHusA:

PMIM+N®DA Ha Lues — oTpuuartenbHble;

OAK: aputpoumntbl 4,5*10'?/n, remornobuH 127 r/n,
TpomGouuTbl 272*10'?/n1, nenkounTsl 6,5*10%n, numdo-
umtbl 50%, nanoykosaepHole 2%, CermeHTosiAepHbIe
41 %, moHounTbl 5%, 303nHOUILI 2%, COD 8 MM/y;

Broxmmmnyeckoe nccrieqoBaHne KpoBu: obLLmin Genok
75 r/n, anbbymuH 40 r/n, Tpurnuuepunapbl 1,44 mmonb/n,
xonectepuH obwuin 5 mmonb/n, rmokosa 5,2 Mmonb/n,
kpeaTnHuH 90 MKM/N, MoveBuUHa 4,2 MMOnb/M, obLmi
ounupybuH 11,2 mkm/n, 6GunmpybuH npsmon 2,7 Mkm/n,
ACT 21,7 eg/n, AIT 26,1 ea/n, CPB oTpuuaTtenbHbIii;

OAM: 6e3 natonorun. Kan Ha a/rnucT: a/rmncT He 06-
Hapy>XeHbl;

Mas30K-OTMe4yaToK Ha aKaHTONMUTUYECKMUE KIETKMU:
aKaHTONMUTUYECKME KIETKM OOHapyxeHbl. [loceB Ha
dnopy n YyBCTBUTENbHOCTb K aHTUOMOTMKaM: Bblaene-
Hbl Staphyl. epidermidis. ViccnegosaHve Ha Bo3byauTe-
nsi rpMbKOBON NHAEKUMI: rpubbl He HangeHbI.

YunTbiBas TSHKECTb M pacnpoCTpaHEHHOCTb NaTono-
MMYEeCcKoro npouecca Ha Koxe, nauveHTka HanpasreHa
Ha rocnuTanuMsauuio B YCroBUsIX AepMaTOBEHEPOsior-
yeckoro otaeneHus crauuoHapa Y3 COKBI. Ot ro-
cnutanusaummM otkasanacb. PekomMeHOoBaHO: pexum
amMOynaTopHbIN; TUTMEHNYECKUI PEXMM; ONETA; KanbLUnii
cangos gopte 500 mr no 1 Tabnetke 2 pasa B AeHb —
1 mecsu; kancynbel aesuT no 1 kancyne 2 pasa B AeHb
nocne egbl — 1 Mecsu; obpaboTka o4aroB pacTBOPOM
KMnO42 pasa B AeHb, TONUYECKNE CTeponabl — Kpem
knobetasona nponuoHat 0,05% 2 pasa B AeHb, a Takke
CaHaTOPHO-KYPOPTHOE NleYeHue.
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Puc. 2. MauuenTka T., 58 net. bonesHb Xennu—Xennu. Asryct
2015 .

B aBrycte 2015 r. sBunacb Ha npvem, pekomeHaa-
unm BbinonHsana. OTMeyeHa BblpaXXeHHas NONOXUTENb-
Has AuHaMuKa: ovarv apMTeMbl 6regHO-PO30BOro LIBETA,
CEePO3HO-THOMHO-TEMOPParnyeckne KOpKMU MOMHOCTbIO
OTTOPrMUChb, Ha crubatenbHON MOBEPXHOCTM NEBOro
npeanneybs eOuHWYHbIE 3pO3nW, Hedarneko OT mecTa
B/B 3abopa KpoBM (NaLmeHTka Haxogunacb Ha obcneno-
BaHuuW y TepanesTa ana MC3) (puc. 2).

O6cyxaeHune. bonesHb Xennu—Xennu 3aHumaeT
ocoboe MeCTO cpeay XPOHUYECKUX PEeLMOVBUPYIOLLMX
[epmMaTo30B, ABMNASCh OOQHOW M3 akTyarnbHbIX npobnem
COBpPEMEHHOM MeauunHbl. PaccmotpeHHoe Habntoge-
HVWe npeacTaBnsieT KIMHUYECKUA WMHTepec B CBHA3U C
OTHOCUTENBHOW peakocTbio OonesHn Xennu—Xennw,
BbIP@XXEHHOCTbIO KOXHbIX MPOSABMNEHWUN, @ TakkKe OTCyT-
CTBMEM OOLUEeNnpu3HaHHbIX CXeM BEeAEeHUs NauueHTOB
[14], yTO 0BYCNOBNEHO HEOOCTATOYHON WU3YYEHHOCTHIO
naTtoreHesa CeMenHoW O0OpOoKayYeCTBEHHOM XPOHU4e-
CKOW Ny3blpyaTkn. TakTvka BeAeHWs nauueHTOB C AaH-
HblM 3aboneBaHVMeM BbI3bIBaET OMpeAereHHble CroX-
HocTu, TpebyeTca wHAMBMAOYaNbHBIA, KOMMMEKCHbIV
Noaxop € y4acTneM Bpaden pasHbiX cneunanbHOCTEN.

BbiBoAbIl. B HacTosiLee Bpems oTCyTCTBYHOT 06LLe-
NMPU3HaHHbIE CXeMbl BEAEHVS NauueHTOB C 6omnesHbro
Xennu—Xewnnn [14]. NpuHMMas BO BHUMaHWE 4acTOTy
OHKOnornyeknx 3aboneBaHui y AaHHOW KaTeropuu na-
unenToB [30, 31], pekomeHayeTca KoMnekcHoe obene-
[0BaHWe BCEX OPraHoB M CUCTEM, a TaKkKe COBMECTHOE
HabrnogeHne Bpayamu pasHbiX crieumansHocTen. Cne-
AyeT OTMETUTb HeO6X0ANMOCTb AarbHENLLETO N3Y4eHNS
3TMOMOMMM W naTtoreHesa [aHHOro 3aboneBaHusi, 4To
3HAYUTENBHO MOBIUSET HA YCNEXM B NTEYEHUN.

KoHdnukT MHTEpecoB OTCyTCTBYET.
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