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boaesnb Xelnin—XenJau: 3MUAeMUOJIOTUS U XapaKTep
KIMHUYCCKOI'O TCUCHUA
Maxnesa H.B., Yepnvuu E.C., beneykas J1.B.

I'bY3 MO MockoBckuii 00IacTHOM HAayYHO-MCCIICAOBATEIbCKUN KIMHHYECKUNA WHCTHUTYT
uM. M.®. Bnagumupckoro MunzapaBa MockoBckoii o0mactu, 129110, . MockBa, Poccus

bonesnv Xevnu—Xetinu — naciedcmeeHHbvlll 6e3UKYI0-0YILIE3HbIL 0epMamo3 ¢ aymoCOMHO-OOMUHAHMHBIM
munom nacneooganus. 3abonesanue pacnpocmpaneno noecemMecmio, Cmpaoarom Kak MysiCuunbvl, max u
JceHunbL npeumywecmaeenno 6 sospacme 20—40 nem. Oonaxo 3aboneeanue Modicem MaHupecmuposams y
Ooemetl u Uy cmapuie2o 6ospacma. B cmamve npeocmasnenvt odujue cedeHuss no SNUOEMUOTO2UU, IMUO-
Jl02UU, KIUHUYECKOU Kapmute u accoyuayuu OanHo20 2eHO0epMamo3sa ¢ opyeumu 3aboresanusamu. Paccmo-
MpeHa poib aHMU2EHO8 21AGHO20 KOMNIeKca 2ucmocoemecmumocmu, mymayuti 6 noxkyce eena ATP2CI1 u
mpueeepHblx akmopos 6 pazsumuu u mevenuu oonesHu. Knunuueckue nposasnenus oonesnu Xeunu—Xeinu
PA3HO0OPA3HbL, UMO OCI0ICHAEH NOCMAHOBKY MO4H020 Juacnosa. [lpedcmasnennvie OanHbvle 0 83AUMOCES-
3U OAHHO020 2eHOOEePMAMO3a C NOPAdICeHUEeM HYMPEHHUX OP2AHO8 U/UNU PA36Umuem napaneoniacmuiecKko-
20 npoyecca no360A10M NPEONONOANCUMb CYUeCE08aHIe IKCMPAKYMAHHO20 NAMOI02UYECKO20 (penomuna
U mpebyiom peueHus WupoKo2o Kpyea 60npocos.

KnioueBbie cinoBa: 6onesnv Xeiu—Xetinu; snuoemuonocus, 3muonocus; mpuseepHoie pakmopol; accoyu-
ayusi ¢ Opyeumu 3a001e8aHUSIMU, KTUHUYECKUE NPOSGTICHUSL.
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HAILEY-HAILEY’S DISEASE: EPIDEMIOLOGY AND CLINICAL PATTERN
Makhneva N.V., Chernysh E.S., Beletskaya L.V.
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Hailey—Hailey s disease is a hereditary vesiculo-bullous dermatosis with autosomal dominant inheritance.
The disease is prevalent everywhere, the patients are men and women aged mainly 20—40 years. However, it
can also be seen in children and elderly individuals. This paper presents data on the epidemiology, etiology,
clinical picture, and association of this genetic dermatosis with other diseases. The role of histocompatibility
complex antigens, mutations in the ATP2C1 gene locus, and factors in triggering the disease development
is discussed. Clinical manifestations of Hailey—Hailey s disease vary greatly, which impedes its diagnosis.
The data on relationship between this genetic dermatosis and visceral involvement and/or development as a
paraneoplastic process suggest the existence of an extracutaneous pathological phenotype.
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eases; clinical manifestations.
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Bonesnp Xeinn—Xeitnn (qoOpokauecTBeHHas: XPOHH-
Yyeckasi ceMeifHas my3blpuarka [yxepo—Xeinu—Xeiinm)
HpecTaBisieT coOol HACIIEICTBEHHBIH BE3UKYI0-0yIies-
HBII JIepMaTo3, Mepeiarolmiics ayTOCOMHO-JIOMHUHAHT-
HeIM myTeM [1]. 3aboneBaHme pacmpoOCTPaHEHO ITOBCE-
mectHO (EBpazust, Apprika, CeBeprast 1 FOxHast AMepuka,
ABCTpanusi) 1 Ha HEKOTOPBIX ocTpoBax (AmoHckuil ap-
xunienar, bpuranckue ocrposa, KyOa, TaiiBanb) [1-12].
YactoTa BCTPEYaeMOCTH CEMEHHOW OOpOKaYecTBEH-
HOM XpoHuueckod my3pipuatku ['yxepo—Xeinu—Xeinu
cocrasysier | ciydait Ha 50 000 Hacenenus [13].
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bonesnpro Xelnu—Xelnu cTpagaroT Kak My KUUHBI,
TaK W JKEHIIWHBI C TMPUMEPHO OJWHAKOBOH YaCTOTOM,
XOTSI BCTPEYAIOTCSI HEKOTOPBIC PA3IIUIHS B TIOMYIISIIHIX.
Tak, B Kutae cooTHoIIeHHEe MY>KYHH U JKEHIIUH, CTpa-
Jarormx 0one3npro Xeinu-Xeinu, cocrapnser 3,93:1,
YTO OOBSICHSIOT Pa3jIMYHBIM YPOBHEM y HUX COAEpKa-
HUS JKEHCKUX ITOJIOBBIX TOPMOHOB B KPOBH, NMPHUBOAS B
MOJTBEPKICHUE TOJIOKUTENbHBIM KIMHUYECKUH OIBIT
OT IIPOBOJMMON Teparnuu 3cTporeHoM [14].

CooTHOIIEHHE MYKYMH M JKCHIIUH C OOJIe3HBIO
Xeinmun—Xeitnu B BemukoOpurtannm u Tynuce — 1,4:1 u
1,5:1 [4, 13], B Utanmuu, HA000POT, KESHIIUHEI CTPATAIOT
HECKOJIBKO Harie, 4eM MykauHbl — 1:1,75 [2].

Manudecranus nepBbIX KIMHUYECKUX MPOSBICHAN
0OJIe3HH, KaK MPaBWJIO, MPUXOJUTCS Ha BO3PACTHON
niepuog oT 20 o 40 net [13-16]. B Kurae nabmomanu
CIly4ad pa3BUTHUS JAHHOM MaTOJOTHH Y JIUI] MOJOAOIO
(ot 18 nmer) u crapmero (mo 60 met) Bo3pacra (cpen-
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Hui Bospact 29,1 roma) [14]; B Urtanuu BO3pacTHOM
niepuon kosebnercst ot 20 g0 67 yet (CpenHui Bo3pacT
35,2 roma) [2]; B Tyruce — ot 9 1o 56 net (cpeaHuii Bo3-
pact 34 rona) [4].

B BemmkoOputanum oTMedeHO, YTO Hamboiee da-
CTBI€ TIPOSIBIICHUS TIEPBBIX MPU3HAKOB 00JIE3HU Xeinmn—
Xeinu mpuxonaTcs Ha Bo3pacTHble nepuonsl 21-30 net
u 11-20 nert, 3atem cnenyer rpynna 31-40 sner, 1 3Ha4u-
TEJILHO PeXxe 3a00JIeBaHKE TPOSBIAETCS B BO3PACTe OT
41 roma 1o 50 net [13].

Omnucanbl ciny4yan pa3BuTHs Ooje3Hu U y aereit. Ca-
MBI paHHUH ciy4ail pa3BUTHS ceMeiHOW noOpokade-
CTBEHHOM XpoHWYeCcKOH my3bipuaTku ['yxepo—Xenn—
Xeinu ObuT nuarHocTupoBaH B Kutae y 6-MecayHOro
pebeHKa, y KOTOpOro KIMHUYECKHUE MPU3HAKK OO0JIC3HU
MPOSBIIINCH crycTsa 1 mec mocne poxaenus [3]. Jua-
CHO3 OBUT MOATBEP)KIACH THUCTONOTHUYECKUM METOIOM
HCCIIeJIOBaHUSl OMOMNTAaTa MOPaXKEHHOTO Y4acTKa KOXKHU
pebenka. BrlsBieHa THINHYHAs MATOTUCTOIOTHYECKAS
KapTrHa Oone3Hn XeWnu—Xeinn: cymnpaba3aibHbIE
e B IIUIIOBATOM CJIO€ AMHUAEPMHCA C TPU3HAKAMHU
«IOJYypa3pyLIEHHON KUPIIUYHON CTEHBD». Y €ro Marepu
B BO3pacTe 26 JIET BRISIBIICHA UACHTHYHAS TCHETUUSCKAs
MyTalus TOpU OTCYTCTBHHM KIMHUYECKUX MPOSBICHUN
Ha MOMEHT €€ OOCIieIOBaHUs, a y POACTBEHHUKOB CO
CTOpOHBI MaTepu (06alyrika, Opat 6aOyIIKy U Js/1s1) Ha-
Omonanach TUMUYHAS KIMHUYECKas KapTHHA OOJe3HU
Xennu—Xeinu.

Crydaif pa3BUTHS OOJIC3HH Y IEBOUKH 9 j1eT HaOIIt0-
nanu B bpasunmiu, mpu 3ToM B ceMbe 3a00sieBaHue TIepe-
JIaBaJIOCh TOJBKO MO KEHCKOW JTUHUU [6].

Cpenu GpakTopoB, MPOBOLMPYIOIINX pa3BUTHE O0IIE3-
HU, OTMEYAIOT MEXaHUYECKOE BO3ACUCTBUE HA KOXKHBIC
ITOKPOBEI, CTPECC, TOTIUBOCTh NP (PU3HUECKUX HATPY3-
Kax WU B J)KapKYIO MOTOY, IIEPEHECEHHBIE POCTYIHBIE
3a00JIeBaHMS M OTIepallMOHHBIC BMeIIaTenbeTa [4, 13,
17]. ’KeHIIUHBI CBA3BIBAIOT 000OCTPEHHE 3a00JIEBAHMUS C
TOPMOHAJIEHBIMU HM3MEHEHUSMU: MEHCTPYaJbHBIM IIH-
KJIOM, OEPEMEHHOCTBIO WJIM TIPHEMOM KOHTPALIENITHBOB
[4, 13, 18]. Paa nanuenToB u3 TyHuca Hauano OoJie3HU
CBSI3BIBAIOT C MOCEIICHUEM TypeIKuX OaHb [4].

HexkoTopble manueHTsl 0TMEYAOT CE30HHOCTH 3a00-
neBanud. Tak, manueHTsl U3 Kuras, Benukobpuranun,
Snonun u Wtanuu ykas3plBalOT HA YXYIIIEHHE COCTOS-
HUSL KOXXHOTO TIpoIlecca MPEUMYIIECTBEHHO B JIETHUI
niepuon Bpemenu [2, 13, 16].

B kadecTBe BO3MOXKHBIX TPHUITEPHBIX (HDAaKTOPOB
paccMaTpuBalOT OAaKTEpPUATBHYIO M BHPYCHYIO (BUpYC
MIPOCTOrO Teprieca) MH(EKIMH, UHBA3UU YICHUCTOHO-
rux napasutoB (Sarcoptes scabiei) [4, 15, 16, 19-21].
BnepBeie Mbicip 0 ponu OakrepuanbHOW WH(EKIHH B
pa3BUTHH OoJie3HN X ehmr—Xelu Obliia BEICKa3aHa eIre
B 1980-¢ rompl, korma ObLT 3aUKCUPOBAH CITyJai TeHe-
panu3oBaHHOW (DOpPMBI ceMelHON MTOOpOKaueCTBEHHOMN
XpoHunyecko mysslpuatku [yxepo—Xenmu—Xeinm y
npeacTaBuTeNsl HerpouaHoi pacel [22]. Ilpu Gaxrepu-
OJIOTUYECKOM HMCCIIEAOBAHUN MaTepuasa ¢ 04aroB mopa-
JKCHHS BBISIBUJIH CTA()MIIOKOKKOBYFO H CTPENITOKOKKOBYHO
(hopy B Gospimom kommdectse. C TexX TOp B HAYYHOUH
muTeparype 3aHUKCHpPOBAaHO HEMalO TaKWX CIydaeB
[23, 24]. C mamepupOoBaHHBIX TIOBEPXHOCTEH BBICEBA-
0T -reMOJIUTHYCCKUN CTPENTOKOKK IPYIMIbI A H/HIU

30JI0TUCTHIN CTAQHUIOKOKK, CHHETHOHHYO TajouKy [15,
16, 18]. Hepenko oOHapy>KUBalOT IpOXOKENOTOOHBIE
rpu6sl (Candida albicans w Trichophyton rubrum) [13,
18]. Onucansbl cayyau OpUCOECAUHEHUS FepPIEeTUYECKON
¥ TanwuioMaBupycHon napexuu [19-21, 25].

Jlrobast uHbeknusa (OakTepuanbHas, MHKOTUYECCKAs
WIN BHUPYCHas) COMPOBOXKAAETCSI 00s3aTeNbHBIM yda-
CTHEM HMMYHHOH CHCTEMBI MaKpoOOpraHusma, OT CO-
CTOSSHUM KOTOPOM 3aBHCHUT HCXOJ IAaTOJIOTHMYECKOTO
nporecca. JIroOble M3MEHEHHsS Ha KICTOUYHOM W/WITU
MOJIEKYJISIPHOM YPOBHE TIOf] IGUCTBUEM «IOTIOJIHUTEIb-
HBIX» (PAKTOPOB MPUBOIAT K HAPYIIEHUIO TOMEOCTAaTH-
YECKUX Peakiuil ¥ Pa3BUTHIO OOJIE3HN.

3a0oneBaHe HOCUT CEMEHHBIN XapaKkTep, HO TOJIBKO
B 70% ciydaeB mepenaercs 1o HACJIEICTBY, B TO BPeMs
KaK Y MHOTHX OOJIbHBIX MOSIBIISIFOTCS MyTaluu de novo
NIpY OTCYTCTBUH 3a00JI€BaHUs y POACTBEHHHKOB [ 13, 15,
26, 27]. Tak, npu 00ClIeIOBaHUN KUTAHCKIMHU YYEHBIMU
69 manueHToB, CTPaNAoIINX 00Ie3HbI0 Xei—Xenn,
CEeMENHBIN aHaMHE3 MPOCIEKNUBAJICS JIUIIIb B 27 CEMbIX
(v 21 myxxunas! U 6 sxenmuH) [14]. Cpenn poncTBEeHHH-
KOB CO CXOXKHMH KJIMHUYECKUMH TPOSBICHHUSIMH OBLTH
poauTenu, Oparbs, CECTPHI, CHIHOBBS, MPAPOTUTEIH,
TSI, TUIGMSIHHUKY U TUICMSTHHHIIBI,

B Bonrapum y maumeHTKH, cTpajarouield 00ne3Hbio
Xeinn—Xeiinu, Hadmoganoch 12 poJcTBEHHUKOB B TPEX
MTOKOJICHUSIX C THUITUYHBIMU KJIMHHYECKUMU MTPOSBICHU-
SIMH: OTEIl, POIHBIE IS U TeTs (POACTBEHHUKH OTIA),
TIBOIOPOITHBIC OpaThs M CECTPHI, OabyIika (MaTh OTIA) U
nBa ee Opara [18].

B bpasunuu npu obOcienoBaHuu 9-jeTHEH 1eBOY-
K, cTpaaatouiei 6onesnpto Xennu—Xeinu, u3 32 poa-
CTBEHHHUKOB KJIMHHYECKUE TPU3HAKH OBbLIH BBISBICHBI
TOJIBKO y 6, mpu4eM cpenu OOoJeromux ObITH BCE JKEH-
IIVHBI — MaTh, IB€ POJIHBIC TE€TH, IBE 0a0yIITKHU (CECTpHI)
u pabalymika [6].

Ha Ky0e y nByX pomHBIX OpaTheB C KIMHHKOH cCe-
MEHHOM J100pOKaueCTBEHHOW XPOHHYECKOH ITy3bIpuar-
ku ['yxxepo—Xennun—Xeiuin B ceMbe u3 19 KpoBHBIX
POJICTBEHHUKOB BBICHINIaHUs HaOmomanuch y 13 [11].
VY ux 6alymiku, cTpanarolieit 6oe3Hbpro Xennn—Xeiu,
ObU10 14 neret, u3 HUX y 12 (BKiIFOYas OTIIA TPOOAH/IOB)
HaOIO/IATach CXOXKasl KIIMHUYeCKast KapTHHA.

B BenmukoOputanun ipu 00CIIeIOBaHIH 58 OOTBHBIX
Oomnesnpro Xehnn—Xelnmu ceMeHHbI aHaMHe3 TIPociIe-
x)uBajcs y 49 manuentoB u3 31 cempr, y 9 manueHToB
CBEJICHUI O HACJIEJCTBEHHON MpPEeapacolOKEHHOCTH
He ObL10 [13].

Eme B 1970-¢ roapl y4yeHble MPENNOJIOKUIU, UYTO
OMpEeNICHHYIO POJIb B Pa3BUTHH CEMEHHOMN T00poKade-
CTBEHHOH XpOHHUYECKOM my3bipyatku [yxepo—Xeinu—
Xelnu MOTYT UTPaTh aHTUTEHBI CHCTEMBI TJIABHOTO KOM-
miekca ructocopmectumoctr (HLA). IlepBoHawansHbIe
PE3yNBTaTHl psijia UccienoBareIeld MpoIeMOHCTPUPOBa-
JIM aCCOIMALIMIO IAHHOTO HACIIEICTBEHHOTO OYJUIE3HOTO
nepmarosza ¢ antureHoM HLA-B8 B 44% ciygaes cpenu
MaIMEHTOB, HE CBA3aHHBIX MEXIY COOOH POICTBEHHBI-
MU y3aMH (IIpY HAJIMYUHU JaHHOTO aHTHreHa y 17% mnui
3mopoBoit monyisnuu) [28]. Yactora acconmanuu 00-
ne3nu Xennu—Xeinu ¢ anturenamu HLA-BS u -Bw40
cocraBmia 1o 33% (mpw HaNWYMHM JAHHBIX aHTHUTE-
HOB B 13% u 15% ciydaeB B rpyIine KOHTPOJSI CPeIu
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3I0POBBIX JIMIl COOTBETCTBeHHO) [28, 29].B mocneny-
fouieM (peHOTUNHMPOBaHWE cUCTeMbl aHTUreHoB HLA
knacca | (A, B u C ¢peHOTHIIBI) T03BONINIO BEISIBUTH ac-
conuaruio 6omne3nu Xeinn—Xeiinu ¢ antureHom HLA-
B16 B 55,5% cnyuaeB mpu oOHapyxkeHHH ero y 8,2%
3mopoBbix ull [30]. MAaTEpecHO, 9TO CpeaHmii BO3pacT
MaHu(decTalMd KIMHAYECKOM KapTHHBI JaHHOW 00-
JIe3HW Yy TMAalMUEHTOB ¢ HanmuueM antureHa HLA-B16
coctaBui 34 roga, B TO BpeMs Kak y MallUEHTOB C €ro
orcyrctBueM — 41 roa. Kpome Toro, pesynsrarsl mpo-
BEJICHHOTO HCCIIEIOBAHMS TPOJEMOHCTPHPOBAIN TIPH-
cyrcrBue antureHoB HLA-B38 u HLA-B39, Bxonsamux
B coctaB HLA-B16. Yactora BBISBIEHHS aHTHUTEHA
HLA-B16 6puta cBsi3aHa MPEUMYIIECTBEHHO C YacTO-
Toit BeisBNieHUs anTurena HLA-B39 (44% npotus 3,3%
B rpynme 310poBbIx jui) u antureHa HLA-B38 (11%
npoTuB 3,5% B rpymnne 370pOBbIX JINLI).

ComnacHO OIEHKE BEPOATHOCTH Pa3BUTHUS JAHHOTO
3a0oneBanHus y Jroel ¢ HaanuueM anturena HLA-B16
10 CPaBHEHHIO C JIFOIbMH, Y KOTOPBIX OH OTCYTCTBYET,
paccuntanHoro 1mo gopmyie Bymbda, 60ne3ns Xeitnm—
Xelimu MOXKeT OBITh OTHECEHA K TPYTIIe HU3KOTO PUCKa
[31]. V3yueHue ponau CHUCTEMBI AHTUTEHOB TJIABHOTO
KOMILJIEKCa THCTOCOBMECTHMOCTH B Pa3BUTUU JaHHON
MaroJjoruu TpedyeT AaabHeHIero mpoIoKeHHS Hccie-
JIOBaHUI.

OTCyTCTBUE KOPPEISAIUN MEXIYy TEHOTHIIOM U (de-
HOTHUIIOM TIO3BOJISIET TMPEINOIOKNATh HAJIMYUe BapHa-
OenbHOCTH TIeHeTpaHTHOCTH TeHa [1]. Kak moka3siBaroT
Pe3yNbTaThl MOJICKYISIPHO-OMOIOTHYECKUX HCCIIeA0Ba-
HUH, B OCHOBE MaToreHe3a 00je3Hn Xehnr—Xenau ie-
’aT TeTepo3UroTHble MyTaluu B Jokyce rena ATP2CI,
KOJMPYIOIET0  CEKPETOpPHBbIE  NPOBOAIINE  IYTH
Ca2"/Mn2" ATFase (Ca2*ATFase 1, SPCA1) [32].

W3BectHO, uto ren ATP2C ] n0Kanu3yeTcst Ha XpoMo-
come 3q21-q24 [32]. Ha ceromHsiniHuii JIeHb U3BECTHO
6onee 140 myTanuii, pa30poCaHHBIX 110 BCEH MPOTIKEH-
HOCTH JJAHHOTO TeHa 0e3 yKa3aHWs MYTallMOHHBIX «TO-
pAYMX TOYEK» WM KiactepoB myTtauuit [33-35]. Ilpu
TeHETHYECKOM aHaliu3e ObUTM OOHapy>KEHBI BCE THUIIBI
MyTalui, B TOM 4ncie HoHceHe-myTauuu (20%), myTa-
LIUH CIABUTA PAMKHU CUUTBIBAHUS, BEAYIIHE K IPEKACBPE-
MEHHOMY CpadaThIBaHHIO CTOMN-KOZOHOB (30%), craii-
cunrosbie MyTtanuu (19%), muccenc-myrammu (28%),
TIeNIeITMOHHBIE ¥ HHCePIOHHbIe MyTarmu (3%) [36, 37].
3a mocnenHue Tofbl BBISBICHBI CIUIAHCHHIOBas MyTa-
st uaTpoHa 20 (¢.1891-1G>T) u genenns (c.212delT),
crutaiicuHronble MyTamuu (¢.2629 + SA>G unrpona 23,
c.2561-17C>T untpona 22, u C.621- 1A>G unTpoHa 2)
u rereposurotHas Mytauus A>G Ha 683 HykneoTHze
sKk30Ha 3, MucceHc-mytanuu [¢.666T>C (P.R66G) sx30-
Ha 3 1 (c.2971A>C (P.A823E) sx30Ha 25]; crutaliCHHTO-
Bas myTarusa uaTpoHa 3—4 (118-2A>G), mucceHc-myTa-
s dk30Ha 27 (597A>C), HOHCEHC-MyTaIus dK30Ha 9
(635C>A) u neneunst sx3oHa 14 (1067 delC) [9, 38—40].

Pe3ynprarhl psiga ucciaenoBaHUM TPOAEMOHCTPUPO-
Baju JBa Tuma reHHbix myTaruiit ATP2C1 (HOHCeHC- u
MHUCCEHC-MYTALUH) Y NallMEHTOB C WACHTHYHBIMH KJIH-
HUYECKUMH TIPOSBICHUSMHU OoJe3Hu Xehnn—Xeinu
[41]. He3aBucuMo OT TUHa MyTaluil BO BCEX CIydasx
BBIsIBIICHO CcHIDkeHHe Jkcrpeccnn MPHKATP2C1 u
oenka hSPCA1. Ipu 3TOM aBTOPHI MPEIONATatoT, YTOo

POCCWICKW XYPHAN KOXHBbIX 1 BEHEPVYECKX BONE3HEN

BhIpakeHHad 3kcnipeccust MPHK mMoxer cBuaeTenscTBo-
BaTh O ONAroNpHUSITHOM WX JIATGHTHO MPOTEKAIOIIEM
Te4eHUH OOJIe3HU.

besyciioBHO, BBISBICHHBIA LIMPOKUI CHEKTP My-
tanuii reHa ATP2CI 1O3BOJIUT B OyIyIIeM IMPOBOIUTH
TeHETUYECKUE HMCCIIeIOBAHNA, BKIIOYas MPEHATAIbHYIO
IuarHoctuky [41].

B nocnennue ronpl B 1MTeparype 0TMEYaroT acCoLu-
anuio Oone3Hu Xelnu—Xeunu ¢ IpyrumMu 3a0oieBaHu-
ssMmu. OnucaHsl citydan accouuanuu Oone3nu apbe u
Oone3Hn Xelnu—Xeu y OTHOTO ¥ TOTO JKe MalueHTa
[42, 43]. W3BecTHO, uTO 0Oa 3a00JEBaHMS IPEICTaB-
TSTI0T c000¥ ayTOCOMHO-TOMHHAHTHBIN TEHOIEePMAaTo3,
OTIPENICTICHHYIO PONb B MaTO(U3HOIOTUH KOTOPOTO
UrpaeT TeHEeTHYeCKH OOYyCJIOBICHHOE HapylleHHe pa-
0OTBI CEKpeTOpHBbIX mpoBoasmmx mnyteil Ca2’/Mn2*
ATFase. MHorga marorucrojorudeckas KapTHHA TNpU
Oyme3Hoi ¢opme Oose3nu Jlapbe UMUTUPYET TAKOBYIO
npu Oone3Hn Xehnu—Xeinn (cymnpaba3aibHbIe aKaH-
TOJIMTUYECKHUE ILIETU C KapTUHOU «IOJypa3pyLIeHHON
KHPIUYIHON CTEHB», PEIKNE TUCKEPATOTHUECKHE KIIeT-
KM B IIHUMOBaToM cjoe). OqHaKo HECMOTpPS Ha HEKOTO-
po€ CXOJACTBO KJIMHHUYECKOW M MAaTOTMCTOJIOTHYECKOU
KapTHH, CyIIECTBYIOT COMHEHHsI B BO3MOKHOCTH HaJlU-
YHs 9TUX JBYX 3a00J€BaHUH OIHOBPEMEHHO y OJHOTO
U TOTO K€ MAlMEHTa B BUAY Pa3JIMYHBIX T€HETUYECKUX
Mpeanoceuiok [44].

Cpeny KOXKHBIX ITaTOJIOTUH B aCCOIHAITMH C 0oJIe3-
HbIO XeWnu—XeWnu BCTpedaroTcs Icopuas, posalea,
repreTHyeckas 3K3ema, ByIbrapHble YTpH, OyJUIe3HBII
neMQpUTronl, OMOSCHIBAIOIIMIA JIUIIAN, JEePMATOMUKO3,
JUCKOU/IHAs KpacHas BOJYAHKA U T€HUTAJIbHBIN reprec
[2,5,7,27,45, 46].

[Ipu Gonesnn Xennu—XeWnu oTMeyaroTcsi MaToNo-
TUYECKHe M3MEHEHHUs B CaMbIX Pa3HBIX OpraHax W CH-
cremax. Co CTOpOHBI CEPAEYHO-COCYAUCTON CHUCTEMBI
Hanboyee YacTo TUATHOCTHPYIOT THIIEPTOHHYECKYIO
00J1e3Hb; CO CTOPOHBI MHIIEBAPUTENIEHOTO TPAaKTa —
0one3nb KpoHa, 100pOKaYeCTBEHHBIN TOJIMIT TOJCTON
KUIIKH, TacTpod3odareanbHbli pedioKe; co CTOPOHBI
SHAOKPUHHON CUCTEMBI — THIIOTUPEO3 U TUIEPICTPOre-
HUIO, CaxapHbId Ma0eT W y3Jbl MUTOBUIHON Kele3bl
[2, 13, 15, 26, 47]. Onucansr cirydan Oone3Hn Xenmu—
Xeiimu, mpoTekaromnye Ha GoHe OPOHXUAITBHON acTMBI,
apTpuTa, JOOPOKAYECTBEHHON THIEPIIa3UN TpeICTa-
TETHHOM JKeJIe3bl U MOUYeKaMeHHOU Oomesnu [15].

[Ipu ncMXOHEBPOJIOrHYECKOM OOCIIEIOBAHMN Y Ta-
UEHTOB ¢ Oone3Hbro Xelnu—Xeinn Hanbonee 4acTo
JIMarHOCTHPYIOT TPEBOXKHO-AETIPECCUBHBIE PACcCTPOM-
ctBa [47]. [Ipennonararot, 4YTO MAIMEHTHI C OOJIE3HBIO
Xeinu—Xeinu MOryT UMETh CKIIOHHOCTb K Pa3BUTHIO
Oonesnn AnbrreiiMepa [48]. HemaBHUe ucciieqoBaHMs
B ClIly4ae TOCJIETHEH MpPOIEeMOHCTPHPOBAIN YYacTHE
KaJBIIUEBOr0 0OMeHa (M3MEHEHHE TOMeOCcTa3a Kablus
B CTOPOHY IOBBIIICHHS €0 KOHIEHTPAalUu) B (HOpMU-
pOBaHUU HEUPOJETCHEPATUBHBIX U3MEHEHUH C IPOSIBIIE-
HHUEM KIMHUYECKUX CUMIITOMOB.

OrnucaHbl cllydad pa3BUTHUS aHOMAJIUWA B BUIE Tap
JI00ABOYHBIX COCKOB Yy JBYX POJHBIX CECTep, CTpajiaro-
X 0oJe3Hbio Xehmn—Xewnu [4].

Nwmetotcest cooliienns o TeueHnn 6ome3Hn Xein—Xeii-
au Ha (DOHE MapaHeOoIUIacTHYEeCKoro mporecca [49-51].
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Onucanpl CIy4aW pa3BHTHUS IDIOCKOKJIETOYHOTO paka
Ha CIIM3UCTOW BYIBBBI; MYIBTHJIOKYCHBIX TMEPBHYHBIX
MEJaHOM C MeTacTa3aMH B PEerHOHAIbHbBIE JTUM]aTHie-
CKHe€ Y3ITIbI; MHOXKECTBEHHBIX 0a3alTbHO-KIJIETOUHBIX Kap-
muaOM [50, 51]. B nureparype ommcaHBI acCOIUAIliN
TeHEepaTn30BaHHON (GopMBI Ooe3nn  Xennn—Xemn
C aZieHOMOM-MuenomunoMon Haamoueunnka [49]. Ciy-
Yau pa3BUTUSA MAPAHEOIUIACTUYECKHX MPOIECCOB Ha
(oHe cemeliHOW JOOPOKAYECTBEHHOW XPOHUYECKOH
my3slpuaTiku ['yxxepo—Xenu—Xelnu mo3BossioT Npe-
TTOJIOKUThH CYIIECTBOBAHUE SKCTPAKYTAHHOTO MaTOIOTH-
4ecKoro (DeHOTHUIIA ¢ TIOpaKeHHEM BHYTPEHHUX OPTaHOB
W/WIHA CUCTEM.

Knnnudeckast kapTrHa 3a00JIeBaHUS B OOJIBIIIMHCTBE
CIly4aeB JUIsl BCEX Ipe/CTaBUTeNel 3eMHOrO Iapa TH-
MMYHA U HE BBHI3BIBACT COMHECHHMI MPU TIOCTAHOBKE JHa-
ruo3a [4, 13, 14]. OnHako MOMUMO KJIACCHYECKUX MPO-
SIBIICHUI OOJIE3HU C BOBICUEHUEM WHTEPTPUTHHO3ZHBIX
YYaCTKOB TeJla OIHMCAHBI CITydan ¢ HEOOBIYHOM JIOKAIH-
3ameit BeIchmanuii. Hanmpumep, Ha koxe nuria (ImeIHo-
CKyJIOBOM 001acTH), B TIepHAHAIIBHON O0JIACTH ¢ 3aXBa-
TOM CIIM3UCTON OOOJOYKH BYJIBBBI M KOXKH BHYTPEHHEH
MOBEPXHOCTH Oe/pa; Ha CIU3UCTOW 000JIOUKE MOJIOCTH
pTa, MHIIEBOA, TOPTAHU, TCHUTAIMA M KOHBIOHKTH-
BHI [5, 13, 17, 52-55]. ¥V 70% mnarueHToB ¢ 00JIE3HBIO
Xeitnu—Xeinu BbIABISAIOT MATOJOTUYECKUE U3MEHEHUS
HOTTEH B BHJIE OEIBIX MPOAOIBHBIX Tooc [13].

Berpeuatorcst ciydam u reHepann3oBaHHOW (op-
MBI Oone3nn Xeinmn—Xetimu. Tak, B BenmnkoOputannu
3aUKCHPOBAaH CIlydail OCTPOW TeHEPAIM30BAHHON
(dopmbl Oone3nn Xeinn—Xeitnu, o0yclIOBIEHHBIH y4a-
cTheM OaktepuanibHOU Quopsl (Staphylococcus aureus
u Streptococcus b-haemolyticus) [15]. Ciyuaii renepa-
JU30BaHHOM (OpMBI OoNe3HH XeHnmu—Xeuu, crpoBo-
[MPOBAaHHBIN MPUCOEAMHEHUEM OaKTepUANTBbHOU (HIIOpHI
(CUHETHOMHOW Maouku W cTadUIOKOKKA), OBLI OTMe-
4yeH U B Smonun [16].

PaznooOpasue W MMHTALUSA KIMHUYSCKUX IPOSB-
JICHWH Pa3HBIX KOKHBIX 3200J€BaHUM (ByJIbrapHas Iy-
3bIpYaTKa, 3K3eMa, JepMaTuT, Icopuas, OakTepraibHbIe,
BHPYCHBIC WM TPUOKOBBIC HHPEKIIUU KOXKH) YIJTUHSIIOT
CPOK ITOCTAaHOBKH JTMarHO3a OT HayaJa MepBbIX MPU3HA-
KOB Oosie3Hn XeWnn—Xelnn W yBeIWYUBaeT CpeIHUi
BO3pacT OOJBHBIX B MOMEHT TocmuTamu3anuu [4, 13,
14]. B TyHuce cpoK IMOCTaHOBKH THArHO3a COCTABIISAET
7 net, cpenHUil BO3pacT TrOCHUTAIM3ALUM TMALMEHTOB
nmocturaet 48 net (ot 25 mo 81 roma) [4], B8 KHP cpen-
HUN BO3PACT TOCIUTAIU3AINU MAIIMEHTOB COCTABISET
43,2 roga (ot 20 mo 70 mer) [14], npu 3TOM JUIUTENb-
HOCTB 3a0oseBaHus Kojebiercs or 8 et no 40 ner
(B cpemnem 14,6 roma), B BenmukoOputaHuu cpenHuit
BO3pAcT TOCIUTAIHM3AINA MTAIUEHTOB MPHOIMKAETCS K
52 romam (ot 17 go 79 net) [13].

Kax mpaBumno, kmmHMUYECKas KapTHHA 3a00JIeBaHUS
Ha KOXK€ B MOMEHT e¢ MaHHuQecCTal TpeCcTaBicHa
MATHAMHU, My3bIPhKAMU WU IYy3bIPSIMHU, TIPU BCKPBITUU
KOTOPBIX OOHAXKAIOTCS SPO3UHU, BIOCICICTBUU OBICTPO
MOKpBIBaroecs kopoukoi [4, 13, 14]. Ha npotsskenuun
BCET0 MEepHoja aKTUBHOTO TEYeHUsI OOJIe3HH HaOIIONa-
FOTCSI KOpOUKH | Oystink [ 13]. Hambonee n3mo01eHHBI-
MH MECTaMH JIOKaJH3aIIH MaTOJIOTHIECKOTO MpoIecca
SIBIISTFOTCSI KOYKHBIE TIOKPOBHI B O0JIACTH €CTECTBEHHBIX

CKJIQJIOK: JJIi MYXUYUH — TIaXOBbI€ CKIIAQJKH, MOIMbI-
IICYHbIE BIAJWHBI, CKIIAJKH )KUBOTA U OOJIACTh MYIIKA,
TTOJIKOJICHHBIE SIMKH ¥ JIOKTEBBIE CTHOBI; ISl )KEHIIINH —
o0acT! 1O MOJOYHBIMH KENe3aMH, TTOIMBIIIECTYHBIX
BITAJINH, TPOMEKHOCTH W IIOAKOJICHHBIX sMOK [14].
Bo3moxkHO TeueHmne Oone3HH U 0e3 BOBIICUEHHS KOKHU
€CTECTBEHHBIX CKIIAJIOK, TIPOLIECC MOXKET OBITh OTpaHH-
YCeH BBICHITIAHUSMU Ha KOXKE IIEH W/ TYJIOBUINA WU
TOJIbKO MOpakeHuem Hortei [13].

Kimanueckas kapTuHa HA MOMEHT TOCITHTATH3AIHH
JIOCTaTOYHO BapHadellbHa U MOXET OBITh IPEJICTaBICHA
KaK 3pUTEMaTO3HO-CKBAMO3HBIMH 3JIEMEHTaMHU U OJISIII-
KaMH, TaK ¥ IMy3bIpbKaMU, SPO3USIMH B KOpkamu [4, 14].
B ouarax nmopaxxeHust B 001aCTH CKJIaJI0K MOT'YT HaOII0-
JlaTbes MANMUIOMaTO3HBIE pa3pacTaHus (BereTalun); B
o05acTu aHyca — yTONIICHNE KOXKHBIX CKIIaI0K; MO MO-
JIOYHBIMU JKesie3aMu (y KEHIIMH) 3PO3UBHBIC JTe(EKTHI
MOTYT NproOpeTaTh NMHEHHbINH BUA [4]. B obnactu men
MATOJIOTUYECKUI TIPOIeCcC YacTO IPEICTaBICH OsI-
KaM{ OKPYIJIBIX (OPM C TIENyIIEHHEM TI0 TepuQepuu
(KompIIeBUAHBIN XapakTep) [4]. XapakTepeH nepudepu-
YEeCKHI POCT 0YaroB MOPAXEHHS C Pa3pelieHneM IaTo-
JIOTUYECKOTO Tporecca B neHTpe. Y 15% marmueHToB ¢
0os1e3HbI0 Xelnn—Xeiin 0TMEUarTCs MPU3HAKK ¢e00-
peiHOro AepMaTHTa BOJIOCUCTON YacTH TOJOBBI, COMPO-
BOXKJaroIerocs menymenueMm u 3yaoM [4]. Tomoxu-
TebHBIN eHOMeH HUKOIBCKOTO OmpeenseTcs UMb Y
gacTh 00IbHEIX [14]. [1aTonorundaecKuii mporecc MOKeT
paspemarbcs CIOHTaHHO, COMPOBOXKIASCH THIIEPIHT-
MeHTaIen 6e3 pyOIoBbIX H3MEHEHHH.

Cpenu CyObeKTHBHBIX OILYIICHUH MAI[MeHThl OTMEeYa-
10T 3y1 (79—100% OGobHBIX), O0Ne3HEHHOCTH (67%), He-
NpUATHBIN 3amax (55—75%) B MecTax Beickinanuii [4, 13].

Bonesnp, kak mpaBwiio, JUIUTCS TOAAMU, PEIHIUBBI
YepeayIOTCsl C TOJHBIMU WIJIM HETONHBIMU KIWHUYE-
CKHUMHU peMHUcCCHsIMH. [IpomomKuTenbHOCTh 00Je3HU
COCTaBIISIET OT HECKOJNBKHX IHEH /0 HECKOIbKUX JIie-
csaTKOB JieT [14]. Psig GONBHBIX ¢ BO3pacTOM OTMEYAIOT
YMEHBIIICHUE CTEIICHHU TshKeCTH 3a0oneBanus [4]. OnHa-
KO XpOHHYECKOE TEeYeHME IMaTOJIOTMYEecKOro mpoliecca
OTpakaeTCsl HETaTMBHO Ha KaueCTBE JKU3HU OOJIbHBIX,
cTpagaronmx 0osne3npro Xenmu—Xennu. bolbmmHCcTBO
MAIMEHTOB OIpe/eNsieT 3a00JeBaHNe KaK COIUAIBHYIO
npobnemy [2]. DTo CBSA3aHO C OrpaHUYEHUEM JIBMKEHUH
1 PU3NYECKUX HarPy30K M3-32 OOIE3HEHHOCTH B MECTax
MOpakeHUs, 0COOEHHO B OOJIACTH €CTECTBEHHBIX CKJIa-
nok. HecmoTps Ha To, 4TO 3ab0jeBaHrE HE BIMAET Ha
TPYAOCIIOCOOHOCTh, B MEPUOA OOOCTPEHHS MAllUECHTHI
BBIHYXKJICHbI HEOJIHOKPAaTHO HCIOJIb30BaTh JIUCT Bpe-
MEHHOM HETPYIOCIOCOOHOCTH, a MOPOH MEHSATh POJ
TpyAoBoH AestenbHOCTU [2]. CIOXHOCTU B mpolecce
CONMATbHON aJanTallii OTPAHWYMBAIOT TAIMEHTOB B
3aHATUSAX CIIOPTOM M OOIIEHUH C TPOTHBOMOJIOKHBIM
moyiom [2].

Takum oOpazom, Oone3np Xeinu—Xeinum BcTpeya-
eTCsl IOBCEMECTHO, UMEET XPOHHUYECKOe PelHIUBHPY-
Iollee TEYeHHe, MPHUHOCSIIEEe CTpajaHhe MalueHTaM
Ha TMpOTSHKEHUU Bcel kn3HM. Hammume xapakrepHOi
KIIMHUYECKOW KapTUHBI, KaK TPaBWIO, HE BBI3BIBACT
TPYAHOCTE B NOCTAaHOBKE AuarHo3a. OIHAKO CIIOX-
HOCTH B JIMarHOCTHUKE MOTYT BO3HHUKHYTH B CIIy4asx
ATUMTUYHBIX TPOSIBICHUNA OOJIE3HW ¥ TeHEpaIH3aluu
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rpoiiecca npu OTCyTCTBUU ceMeiHoro anamuesa. Oco-
OCHHOCTH KIIMHUYECKHX TPOSIBICHUI U TCUCHHS JJAHHO-
r'0 TeHO/IepPMAaTo3a HEOOXOAUMO YUUTHIBATh KIIMHUITUCTY
B IMOBCEJIHEBHOM MPaKTUYECKON nesTesbHOCTH. Kpome
TOTO, TIPE/ICTAaBJICHHbIE JaHHBIE O B3AUMOCBS3U JTAHHO-
TO TeHOZIepMaTo3a C MOPaKCHHUEM BHYTPEHHHUX OPTaHOB
W/WIIM  Pa3BUTHEM MapaHEeoIUIaCTHYECKOro Mpoliecca
TpeOYIOT PeLICHHS UPOKOTO KPyra BOMPOCOB.
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Cunapom «hand-foot» y oHKo/I0rH4ecKux 00JIbHBIX

Ha (poHE XMMHMOTEPAIINH

Opnosa E.B., [ pabosckas O.B., benoycosa T.A., Cesudosa JI.IO., bacuposa A.A.

Kadenpa xoxxHbIX 1 BeHeprdeckux 6omnesneit (3aB. — mpod. O.10. Omucora) um. B.A. Paxwma-
HoBa jedeoHoro daxynsreta [BOY BIIO Ilepreiiit MI'MY um. .M. CeuenoBa Mun3zapasa

Poccun, 119991, . Mocksa, Poccust

Ilpedcmasnenv 0anuvlie 0 NOOOUHBIX dhhekmax xumuomepanuu Ha Goue npuema npenapama Gomemy-
CcmuH y GONbHBIX OHKONOSUHECKUMU 3A001e8AHUSMIU, NPOSIGIAIOUUXCS TAOOHHO-NOOOUBECHHBIM CUHOPOMOM
1O Muny NOAUMOPPHO-0EPMANLHOZO AHCUUMA A36EHHO-HEKPOMUYECKO20 MUnd.

KniodeBblie cloBa: Ja00OHHO-NOOOWBEHHBII CUHOPOM, XUMUOMEPANUS, NOTUMOPPHO-0EPMATbHBLIL AH2UUN,

gomemycmun.

Jlns yumuposanus: Opnosa E.B., I'padosckas O.B., Benoycosa T.A., Cesunosa JI.IO., baruposa A.A. Cunapom
«hand-foot» y oHKONOTHYECKIX OONBHBIX HA (DOHE XUMHUOTEPANUH. POCCULICKULL JCYPHAT KOJICHBIX U 6EHEPUYECKUX

oonesneti. 2015; 18(5): 21-26.

THE HAND-FOOT SYNDROME IN ONCOLOGICAL PATIENTS RECEIVING CHEMOTHERAPY
Orlova E.V., Grabovskaya O.V., Belousova T.A., Sevidova L.Yu., Bagirova A.A.

I.M.Setchenov First Moscow State Medical University, 119991, Moscow, Russia

Side effects of chemotherapy in cancer patients treated by fotemustin are described, manifesting by the hand-
foot syndrome — ulcerative necrotic polymorphic dermal angiitis.
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