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CLINICAL PICTURE, DIAGNOSIS, AND THERAPY OF DERMATOSES

XpoHuueckast AOOpOKaueCTBEHHAs CeMeHHas IIy-
3pipuaTtka [yxxepo—Xenun—Xeinn (6onezns ['yxepo—
Xennu—Xeimu, BI'XX) npeacraBnser coOol peakuit
PELUIMBUPYIOLINM BE3UKYJI0-0yIIE3HBINA JIepMaTo3 ¢
HACJIEZICTBEHHOW MPEAPacoiI0KeHHOCTHIO, XapaKTepH-
3YIOMIMIACA TIOPKEHHEM MPEUMYIIECTBEHHO KOKHBIX
CKJIaJJOK B BHUJE CTPYNIHPOBAHHBIX BE3UKYIE3HBIX U
Oy/IE3HBIX BBICHINAHUM, OOOCTPSAIOLIMNCSA IOX BIIHS-
HUEM MEXaHHYECKHUX TPaBM, MHCOJISILIUH, TOBBILICHHON
TEeMIlepaTypbl OKpyxatouieil cpeast [1].

BrnepBble n00pokauecTBeHHAs ceMEiHas ITy3bIp-
yarka Obuta omucana B 1933 . Henri Gougerot kak
«BpOXKIEHHBIN ceMeliHblii mempuryc». B 1939 1. Gpa-
Thst William n Hugh Edward Hailey Taxxe nabnroma-
JIM HECKOJIBKO CIIydaeB MOJ00HOr0 OY/UIE3HOTO Jiepma-
TO3a, Ha3BaB €ro «J00POKAYECTBEHHON XPOHHUYECKOU
CEeMEHOHN My3BIPUaTKoi». ITOT TEPMUH 3aKpEruics B
Ha3BaHWM 3a00JeBaHUA HapsLy ¢ pamMuausmMu [yxepo—
Xeimu—Xeitnm [1].

Yacrora Becrpeuaemoctu BI'XX cocrasisier 1 ciyyait
Ha 50 ThIC. HaceneHus [2]. 3a0oneBaHne pacpocTpaHe-
HO noBceMecTHO [3]. BI'XX cTpamaioT kak My>KUUHBI,
TaK W keHIIMHBI. O0a 1oJsia mopaXkaroTcs MPUMEPHO C
OJJMHAKOBOW YacTOTOH, XOTSI OTMEYaloTCsi HEKOTOpPHIE
paznuuns B nonyssanusx. B Kurtae cooTHomenne Myx-
YHMH W JKEHILIUH, CTPaJaloIIUX 3TOH OO0JIe3HbIO, COCTAB-
nsiet 3,93:1 [4]. [lepBbie nposiBieHus 3a00JieBaHUs Ha-
OmromaroTcst yarie Bcero B Bozpacte 2040 mer [1, 3],
HO OBUIM OTMEUYEHBI Cllyyau W Oosiee paHHEW MaHupe-
CTaIliH, B TOM YHCIIC U B PaHHEM JIETCKOM Bo3pacte [5].

OCHOBHOUM TNPUYIMHON 3a00JIEBaHUS SBISCTCS MY-
tanusi B reHe ATP2CI, 10KaJu30BaHHOM B XPOMOCO-
Me 3q22.1, xoTopelii KoaMpyeT u30(OopMy KaJbIIHii-
MapraHieBor ageHosuHTpudocdaraszer (ATD) cexpe-
topHoro mytu (hSPCAT1) [6, 7]. benok hSPCA1 Tpanc-
MOPTHUPYET UOHBI KAIbLMS B arnapar [ ofbaKu, Tae OHn
YYacTBYIOT B TMOCTTPAHCISIIMOHHOW MoAM(pUKAIMN
BHOBb CHUHTE3MPOBAHHBIX OEJIKOB, B TOM YHCIE CTPYK-
TypHBIX. Hapymenue paboThl KaJbIIEBOro Hacoca MpH-
BOJUT K MOBBIIIEHUIO KOHIIEHTPAIMH BHYTPHUKIETOYHO-
r'O KaJIbLIUs B KeparnHonuTax [8]. B HopMme B 3THX KieT-
Kax TIOBBIIIEHHOE COJEpKaHWE KaJbIHs CTUMYIHPYET
o0pa3zoBaHue CBsI3€H MEXIy HUMH, B TO BpeMsI KaK IpU
BI'XX mannbIii nmporecc momasisercs [9]. Peopranuza-
LUl aKTHHA M 00pa30BaHME aArC3MBHBIX COCAMHEHHH
SIBIISIETCS. HEOTHEMJIEMOM YacTbi0 HOPMAJbHOTO MEX-
KJICTOYHOT'O COEIMHEeHNUS B KepaTuHonurax. Hapymenue
KaJIBINI-0MIOCPEIOBAaHHON peopraHu3alid aKTHHOBBIX
(MIaMEHTOB CBS3aHO CO CHW)KEHHEM KOHLEHTPaLUU
AT®. AHOMaNbHO TOBBIIIEHHAs LUTOIMJIA3MaTHYeCcKas
KOHIIEHTpalusl KaJlbliusg B KeparuHonurax mpu BI'XX
CTUMYJIUpPYET KacKaj 3HEepPro3aBHUCHMBIX MPOIIECCOB B
KepaTUHOLMTAX, BKJIIOYasi TPAHCKPUIIIUIO T€HOB, CHH-
Te3 crenuuIecKknx OEITKOB, PEOPTaHU3AIIIO IIUTOCKE-
JI€Ta, YTO TPHUBOAUT K CHIKCHHIO KieTodHoro ATO.
B HopMme koHueHnTpanus AT® B kiieTkax BOCCTaHABIIH-

BAeTCs J0 HUCXOJHOTO YPOBHS MOCIIE 3aBEPIIECHUS IHEP-
TeTUYECKHU 3aTpaTHBIX (YHKIMHA, Torna kak mnpu bI'XX
3TOTO HE MPOUCXOUT U €r0 YPOBEHb OCTAETCS HU3KUM.
BrIckaspIBaeTCs NPEANONOKEHUE, YTO CHUKEHHBIN CUH-
Te3 AT® MOXeT OBITh Pe3yIbTaTOM HAKOIUIEHHUS 0O0Ib-
I0TO KOJINYECTBA MUTOXOH/IPHAIFHOTO KaJIbIH, U30BI-
TOK KOTOPOTO BEAET K PAaCUEIUICHUI0 OKHCIMTEIBHOIO
dbochopmmpoBanus u cHmwkeHuto cuaTe3a ATO [8, 9].
Bo3zpacTHble N3MEHEHNUS B KIIETKaX KOXKHU TaKXKe MPUBO-
JIAT K TOBBIIIEHHONW YyBCTBUTEIBHOCTH MHUTOXOHAPUI
K Ieperpyske KaJbLUEeM, YTO CHOCOOCTBYET MPOsIBIIE-
Huto bI'XX B 3penom Bo3pacte. CHnxenne ATO MoxeT
yCyTyOUTh Meperpy3Ky KICTOK KajlblMeM IIyTEM WHTH-
oupopanuss AT®-3aBucumbix Ca,-AT®a3, Takux Kak
ATD2A2 u Ca*-ATdaza mia3mariyeckoli MeMOpaHbI,
KOTOpbIE OOBIYHO KOMIIEHCHPYIOT CHIDKEHHE (DYyHKIIUU
reda ATP2C1 [9].

Hecmotps Ha TO, uTO MyTanus B rene ATP2C1 sBns-
€TCs OCHOBHBIM (haKTOPOM B BOSHHUKHOBEHWH OOJIC3HH,
TOJIBKO 2/3 MAaLMEHTOB UMEIOT IOJIOKUTEIbHBIN ceMeii-
HBI aHaMHe3. YUHuTbIBas 3TOT (akKT, a TaKXkKe pa3Hoo-
Opasue KIMHUYECKOH KapTHHBI, MOXKHO MPEATNOIOKHUTh
CYILIECTBOBAHUE JIOTIOJHUTENBHBIX MaTOr€HETHYECKUX
MEXaHU3MOB. MeTos NpsIMOH HMMYHO]II0OpECLEeHINN
co crabmimzanyeld UMMYHHBIX KOMILJIEKCOB ITO3BOJIHII
0o0HapyXuTh B Onomnrarax Koku OombHbIX BI'XX pac-
TBOpHUMbIE MMMYHHBIE KOMIUIEKCHI, conepkamue 1gG,
(UKCHpOBaHHBIE Ha JIECMOCOMAaX KIETOK OSIUTEIHs
KOXKH. YKa3aHHBIC MaTOreHeTHIecKue (akTophl B OIpe-
NEJIEHHON CTEIEHW II03BOJISIOT OOBSACHUTH BO3MOXK-
HOCTh pasButHsi bI' XX 0e3 HacimeacTBEHHOU Mpeapac-
noyiokeHHocTH [1].

[lepuunsnii anemenT BI'XX — my3bipbs HEOOTBIINX
pa3MepPOB € CEPO3HBIM COEPKUMBIM Ha HEU3MEHEHHON
WIM K€ CJIeTKa THIIepeMHpoBaHHOW koxke. Camas 4a-
cTas JOKaJU3alysl BBICHIITAHUN — €CTECTBEHHBIE CKIIa/l-
KM KOXH: TaxOBble, MEXBATOJUYHbIE, MOIMBIIIEYHBIE,
[I0JI MOJIOUHBIMH JKele3aMH. Takke B IaTOJIOTMYECKUI
nporecc MOXKeT OBbITh BOBIICUCHA KO)Ka OOKOBBIX MO-
BEpPXHOCTEW IlIeH, BHYTPEHHHX IOBepxHOcTel O&xep,
IIOJIOBBIX OpraHoB. IlosiBlIeHHE Iy3bIpel 4acTo OCTaér-
Cs1 HE3aMETHBIM JIJISl TTAI[IEHTOB B CBSI3U C TEM, YTO TI0-
KPBIIIKA Iy3bIpsl O4€Hb TOHKAs!, OBICTPO BCKPHIBAETCSI, A
CyOBEKTHBHBIE OLIYIIEHUs IPH 3TOM OTCYTCTBYIOT. Ha
MECTE BCKPBIBIINXCS ITy3bIpE MOSBIAIOTCSA PO3UH, Ha
MOBEPXHOCTU KOTOPBIX BHUJHBI KOPKH, HAIIOMUHAIOINE
UMIIETUTO. B 3TOT MOMEHT MalMEeHThl 0TMEYaroT OO0JIb,
3y/1, 4yBCTBO *OKeHHMs1 B oOnacTH Bbichbimanuii. Co Bpe-
MeHeM 00pasyroTcst Onsiku auamerpom Oonee 10 cm,
Ha TIOBEPXHOCTH KOTOPBIX MOSBISAIOTCS SPO3UH, TOKPHI-
ThI€ JKEITOBAaTHIMM KOpKaMHU. [ paHuIlb! ONsIeK pe3kue,
o4YepTaHusl TOJUIHUKINYECKUe, 1Mo nepudepun o4aroB
MOTYT HaONIONaThCs BSUIbIE MY3BIPU W MENKHE CIH-
HUYHBIE SPO3UN C OOpPBIBKAMH MOKpHIIIEK. B ckmaakax
KOKA TIOBEPXHOCTb BBICHIIAHUI IOKPBITA IIyOOKMMHU
TpEIIMHAMH, HAallOMUHAIOIIMMHU MO3TOBBIE HW3BHJIMHBL,
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YTO SIBJISIETCA MATOTHOMOHMYHBIM Mpu3HakoM bI'XX
(«cUMITOM MO3TOBBIX U3BHIIMHY). OTMeUaeTcs MoJI0KHU-
TenbHbIN heHoMeH HukoIbeckoro, HO He y BceX OOBbHBIX
M TOJIBKO B TIpejiesiax o4aroB mopakeHus. CIu3ucTbie
WHTAKTHBIL. Y MAIMEeHTOB HAOIIONAIOTCS TEPHOANIECKIE
000CTpEHNST U PEMHCCHH, MPOAOIDKUTENFHOCTh KOTO-
PBIX BapbUPYET OT HECKOJIBKUX MECSLEB 10 HECKOJIBKUX
net. 3a00sieBaHNE 3a4acTyl0 3HAYUTEIbHO CHMKAET Ka-
YEeCTBO JKU3HU MALMEHTOB. MOTyT BO3HHKATh OCJIOXKHE-
HUS B BUJIe BTOPHYHBIX nHpekwmii [1, 2].

KiroueBbIMM MOMEHTaMM B JIMarHOCTUKE SIBIISIFOTCSI
KJIMHUYECKas KapTHHA, YKa3aHUs Ha HACJIEJCTBEHHYIO
MPEAPacIoNOKEHHOCTh B aHAMHE3€ M BOJHOOOpasHoe
TEUYEHHUE C PA3TUYHBIMU 10 AJTUTEILHOCTH PEMUCCUAMU
U peluuBaMH, TPOBOLMPYEMBIMU TPaBMaMH, HHCOJIS-
uueu u zp.

[Ipy nMTONMOTMYECKOM HCCIEOBAHUM B MasKax-
OTIIeYaTKaxX C MOBEPXHOCTH APO3WH OOHAPYKMWBAIOTCS
AKaHTOJIMTUYECKUE KIJICTKH, OTIIMYAIOIINECS OT TAKOBBIX
[IPY UCTUHHOW aKaHTOJIMTHYECKOH Iy3bIpuaTKe OTCYyT-
CTBUEM JereHeparuBHbIX u3MeHeHui [10]. 'uctonoru-
YECKH ONPENENSIOTCS aKaHTOJIUTUYECKUE LIEeNICBUIHbIC
My3bIpU B Ha0a3aIbHON YaCTH SIHACPMHCA.

[Ipn wuccnenoBaHMKM METOAOM NPSMONH HMMYHOQ]-
JIIOOPECLUEHIIMKA CO CIeNHaabHOi 00paboTKoi Ouomn-
cuitHoro marepuana y OonpHbIx BI'XX B pasznuunbix
CTPYKTYpax 3MHJEPMUCA U J€PMbI BBIABISAIOTCS IgA 1
IgM, panumii komnoHeHT koMIieMeHTa (C3-KOMIOHEHT
KOMIUIEMEHTa) ¥ (QUOPHHO3HBIA dKccynaTr. Dukcarus
C3-koMITOHEHTa KOMIJIEMEHTa HaOMIoaeTcs He TOJIBKO
B MECTax JIOKJIN3AlMM1 aHTUTEJ, HO U BHE 30HbI aHTH-
TCHOB-MHIIICHEH, B 30HE Oa3aJlbHOH MeMOpaHBI dITH-
JepMuca. ITO CBUACTEIBCTBYET O CIOKHBIX IpoLeccax
PasBUTHS JNAHHOTO AEPMAaTo3a C aKTUBALMEH CHUCTEMBI
KOMIIJIEMEHTA OJJHOBPEMEHHO KaK KJIACCUUECKHUM, TaK U
anbTepHAaTUBHBIM Iy Tsimu [11].

[Ipn wuccnenoBaHMU CHIBOPOTKH KPOBU OOJBHBIX
BI'’XX wmeromom HempsiMOH HMMYHO]IIOOpECLUEHINN
BBISIBIISICTCSL BBICOKas KoHueHTparus IgA u IgG, u aus-
koe coxepkanue IgM [1]. Ilpu uzyuenun ponu IgG B
pazsutuu bI'XX ¢ moMopio HempsAMOro (KJIacCHYeCKo-
ro U MOTU(HUIIMPOBAHHOTO) METOJa UMMYHO]II00pec-
neHn B 81,3% citydasx BBIABICHBI IUPKYIHPYOIINE
IgG-anTHTENa K aHTUTEHAM JIECMOCOMAJIBHOTO armapa-
Ta MHOTOCJIOHHOT'O IJIOCKOTO 3MUTEINHS, & TAKKE K PILY
TKaHEBBIX KOMIIOHEHTOB 3IHUAEPMHUCA U JEPMbI (SAep-
HBIC KOMITOHEHTBHI KEPaTHHOLUTOB, Oa3aibHas MeMOpa-
Ha STMHUJEPMHCA U BOJIOCSIHBIX (POJUIHKYIOB, KOMIIOHEH-
Thl PETUKYJSPHOIO CJOS, U30TPOMHBIE JUCKU TIIAIKON
MYCKYJIaTypbl ¥ SHAOTENUHN Kanuuiapos koxku) [11].

JuddepeHmalibHyr0 JUarHOCTUKY CIEIYET Mpo-
BOJIUTH C UCTUHHOM aKAHTOJIUTUYECKOM ITy3bIPYATKOM,
Oynnésnoit popmoit 6onesnu Japee, reprieTrdopMHBIM
nepMmatutoM [[ropuHra, MUKPOOHOH IK3eMOMH, UMITeTH-
ro, KaHIMJO030M KPYIIHBIX CKJIAIOK, CyOKOpHEaJIbHBbIM
myctyné3om CHenmona—YunkuHcoHa [1, 12].

KANHUKA, ANATHOCTUKA U NNIEYEHUE AEPMATO30B

Bce u3BecTHblE METONBI JEUEHMsI JArOT JIMIIbL Bpe-
MEHHBIN 3()PEKT, BIUSS Ha TPOJOIKUTEIBHOCTD PEMHUC-
CHH U TSDKECTh TeueHus 3aboneBanust. [loaHoro uznede-
HUsI 3200JIeBaHUSI HE HACTYIIAeT. B HEKOTOPBIX ciydasx
BO3MOXKHA JUINTENIbHAS CTIOHTaHHast pemuccus [1].

B nepyto ouepenr HeoOXoquMo o0OCcIenoBaTh Malu-
€HTa Ha HaJW4Hhe COIYTCTBYIOIIMX IATOJOIMH, TaKUX
KaK caxapHbBId IrabeT, TUIepTOHNYECcKas OOJe3Hb, 3a-
OoJieBaHMS NEYEHU U MHUIIEBAPUTEIBLHOIO TPAKTa, aHe-
MHUYECKUE COCTOSTHUSL, KOTOPbIE 3HAYUTEIBHO YXYAIAIOT
teuenne BI'XX n Baustor Ha 3ddekt o mpoBoanMOH
tepanuu [13]. HeoOxoqum KOHTPOJIh MaccChl Tella U HH-
nexca maccel Tena (MMT), tak xak mpu n30BITOUHON
Macce Teja BO3HMKAaeT 4Ype3MEpHOE TPEHHE B MecTax
€CTECTBEHHBIX KOKHBIX CKJIQJIOK, YTO MPOBOILUPYET pe-
[IUUB 3a00JI€BaHMSI 1 YMEHBIIIAET MPOJOKUTENBHOCTh
pemuccun [1].

IIpenaparamu IepBOTO psifa SBISIOTCS AHTHONOTHKA
(mpeanodTeHue cuemyeT OTAATh penaparaM IpyIiibl Ma-
KPOJIUZIOB U TETPAaUMKIMHOB). COIIACHO AAaHHBIM JIUTE-
partypbl, TONOKUTENbHBINH dddekt mpu neuernn BI'XX
JOCTUraeTcs Ha3HAueHWEeM [arcoHa, METOTpeKcara,
PETHHOMIOB (M30TPETHHOWH WJIM ALUTPETHH), CUCTEM-
HBIX DIIOKOKOpTUKOCTeponaoB [1, 14]. B cxemy nedenus
BKJIIOYAIOT BUTaMUHBI Tpymibl B, ackopOMHOBYIO Kuc-
JIOTY, aHTUTUCTAMUHHBIE CPEeCTBA. MECTHO Ha3Ha4aroT
Tonmnyeckue crepounbl. CyIecTBYIOT COOOIIEHUs 00
YCIICIIHOM NPUMEHEHNH TaKpoJMMyca B KadecTBe MOJ-
JiepKuBaromie tepanuu [15]. B koMmiekcHOM JiedeHnH
BI'XX monoxuTensHbI APQPEKT OKa3hIBAIOT HHU3KHE
TTO3BI OOTYIIOTOKCHHA A, KOTOPBIH CHIDKAET THIIEPTHIPO3,
yCyTyOINsIomuid TeueHne 3a00NIeBaHUS W SBISIOMIANACS
OITHUM 13 (PaKTOPOB, MPOBOLIUPYIOIIUX PEIHIUBHI [16].

OTMeueH MOJIOKUTENbHBIN A(PQEeKT OT coueTaHus
MEIMKaMEHTO3HOH Tepanuu U (U3NOTepareBTHICCKUX
MeTo0B JieueHus [ 17]. OcoOblif nHTEpEC MpeacTaBiIsieT
METOJ KUCJIOpOHO-030H0BOM Tepanuu (KOT), ucmosns-
3yEMBIl B COUETaHUU C TPAJULUOHHOK Tepanueil bI ' XX.
[Ipu npumenenuu cucteMubx MeToauk KOT oTmeuaet-
Csl yAy4YIllIeHHWE PEeOJIOTMYECKHUX CBOWCTB KPOBH, MOBBI-
mraetcst 3G(HEKTUBHOCTD KOXKHON MHKPOLUUPKYJISIIIAN U
KuciaoponocHabxkenns Tkanen [17]. IlporuBoBocmanu-
TeThHOE, JICTOKCUKAIIMOHHOE, 00e300mmBaromiee, mpo-
THUBO3YAHOE U MMMYHOMOIYJIHpYIOILEE NEHCTBUE 030-
Ha SIBJISIETCSl OCHOBAHUEM JUIS Ha3HAUCHMS CUCTEMHOMN
030HOTepanuu. B pesynbrare nccienoBaHusi, MpOBOAU-
MOro Ha Kadelpe KOKHBIX M BEHEPHUECKUX OoJe3Her
Ce4eHOBCKOTO YHUBEPHUTETA, BBISBIEHO, YTO JIaHHAs
METOMKa [TO3BOJISIET MOJIYyYHUTh PErpecc BbICHIIAaHUN Ha
60-100%. Pemuccust coxpaHsieTcss B TCUCHUEC KaK MHU-
HUMYM 6 Mec. [lomyueHHble KIMHUYECKHE Pe3yNbTaThl
CBUJICTEHCTBYIOT O BO3MOXHOCTH BKiroueHus KOT B
KOMIUTIEKCHOE JiedeHrne 60ibHbIX bI'XX, ocobenno mpu
MIPOTUBOIOKA3AHUSX ISl TIPOMOJKEHUS JICUEHUS CH-
CTEMHBIMH HMMYHOCYNPECCUBHBIMHU IIpenapaTaMu B
CBSI3M C PA3BUBIITMMHUCS TTOOOYHBIMH SIBJICHUSIMH [17].
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[IpuBoguMm Hame HaOMIOACHHE KIMHUYECKOTO
ciyuast 6onesnu ['ysxxepo—Xein—Xeinu.

bonsuas II., 49 net, mocTtynuia B cTalioHap-
HOE OTJICJICHHE KIMHUKH KOXKHBIX U BEHEPUYECKHX 0O0-
ne3ner uMm. B.A. PaxmanoBa YKb Ne 2 B okTs10pe 2019 1o
C JWarHO30M XPOHHUYECKOW HTOOPOKAYeCTBEHHOW Ce-
MeiHOM my3bipuarku ['yxepo—Xelnu—Xennu B ctaauu
obocTpeHus, ¢ kamobaMH Ha BBICBHITAHUS, JIOKATH30-
BaHHbBIC B CKJIQJIKAaX ITOJ[ MOJIOYHBIMH JKEJI€3aMH, TTO/Tb-
SITOAMYHBIX CKJIAJIKaX, Ha MOSICHUIIE, HA )KUBOTE, COTIPO-
BOXKAAIOLIMECs 3yAoM U Oone3HeHHOCThI0. CocTosiHHe
MAMEHTKU CPEeTHEH CTeTeHHU TAKECTH, 00yCIOBICHHOE
KOXXKHBIM TporieccoM. HacneacTBeHHbIM aHaMHE3 OTSTO-
LIEH: OTEell CTPaJaeT TakuM ke 3a00JIeBaHNEM.

W3 anamHe3a u3BecTHO, 4To B 1994 1., mocne posos.,
BIIEPBbIC TOSBUIIUCH BBICHIMAHUS B KPYIHBIX CKJIAJKAX
KOKH B BHUJIE ITy3BIpEHl ¢ Opsa0ioi, OBICTPO BCKPHIBAIO-
IEHCsl MOKPBIIIKOM, C IPO3PaYHbIM UJIK MYTHBIM COZEP-
JKUMBIM, Ha MECT€ KOTOPHIX B JalbHEHIIIEM BO3HHUKAIN
0OJIC3HEHHBIE 2PO3WH, MOKPHITEIE Kopoukoil. OOpara-
Jach K Bpady-JIepMaTOBEHEPOJIOTY B KOXKHO-BEHEPOJIO-
TUYECKHI JHMCIIAHCEP TI0 MECTY JKUTENbCTBA, TJe OBLI
YCTaHOBJICH AMArHo3 OyJIE3HOTO0 UMIIETUTO U TPOBEIC-
HO JICYCHUE aHTHOAKTEepHaIbHBIMU ITPerapaTaMu, ocie
4ero ObUT OTMEUEH MPOIOIKUTEIBHBIHN TOJI0KHUTEIbHBIN
a¢dexr. Crepyronuii peuuanB 3a00JCBaHUS BO3HHK
TakKe nmocie poaos B 1996 . [Tocie oOpareHus B ropoj-
CKy10 KIMHI4YecKyto 0oibpHuUIYy Ne 14 um. B.I'. Koponenko
YCTaHOBJIEH JMAarHO3 XPOHWYECKOW JT0OpOKaYeCcTBEH-
HOU ceMeiHoM my3bipuatku ['yxepo—Xenu—Xeu,
MOATBEPKAEHHBIN TucTosorudecku. [IpoBenaeHo sede-
HUE JarCOHOM, JIeJaruioM, ne(a3onmHoM, BATAMUHAMHI
rpymIel B, TIIFOKOHATOM KaJbITUS, a TAK)KE TOMMMYECKUMU
CTepOHJIaMU M PACTBOPAMH AHWJIMHOBBIX KpacHUTeEIeH.
OTMeueH BBIPaKEHHBIH MOJOKUTENBHBIN 3P PEKT.

B 2007, 2009, 2011, 2013, 2015, 2018 rr. u TpUKIbI
B 2019 1. oTMeuanuch penuanBbl 3a001€BaHMs, CBI3aH-
Hble 1100 ¢ pogamu (2011 r.), 1100 ¢ MHOTOYUCIICHHBI-
MM IIPEPHIBAHUSIMHU OCPEMEHHOCTEH.

C 2013 r. manmenTKa HaOIIOMAeTCA B KINHUKE KOXK-
HBIX U BeHepHUeCKHX 3a0oneBanuii uM. B.A. Paxmano-
Ba, TJle HEOAHOKPATHO TOIydYasia TEParnio aHTHOAKTe-
puaTbHBIMA TIperapatamu (11eda30auH, JOKCHITUKIIAH),
AHTUMHUKOTHKOM  ((pIIyKOHA301I), aHTUTHCTAMHUHHBIMHU
nperaparaMyd  (TaBerwJi, JIOPATaJWH), TOIMWYECKUMHU
crepounamu (kpem bemorent u kpem Axpuaepm ['K).
Takke MPOBOAMIN CHCTEMHYIO O30HOTEPAIHIO IO Clie-
IOyIoUlel cxeme: BHYTPUBEHHbIC HH(Y3HH 030HUPOBaH-
HOTO (PM3HOJIOTHYECKOTO PacTBOpa € KOHICHTpaluen
030Ha B pactBope 2 mr/a — 400 mu 3 pa3a B Heneno 7-9
undysuit. Coueranue KOT, anTuOakTepuaabHOil Tepa-
UM ¥ MECTHBIX TIIFOKOKOPTUKOCTEPOUIHBIX Ma3el, KaKk
MIPaBUIIO, IEMOHCTPUPOBAIHN TOJOKUTEIbHBIN (D (PEeKT B
BHJIE TTOJIHOTO Perpecca BHICHIAHNSA B T€UCHHE 3 Hell OT
Hauaja JIeYeHNs. [[MUTenpbHOCTh PEMICCHN COCTaBISIIA
mo 2 ner. Omaako ¢ 2018 . oOoCTpeHHS 3HAYUTEIIHHO

YYaCTHJIMCh, @ OTBET Ha TEPAIMIO CTall OTIMYATHCS 3a-
MeJIEHUEM perpecca BhICHITaHUM.

Hacrosiee o6ocTpeHre BO3HUKIIO Mociie 4 Mec pe-
MHUCCHU. B cBsi3U ¢ TsHKeCThIO Nporiecca O0IbHYI0 BHOBb
TOCIIUTAM3UPOBAIN B KIMHUKY KOXKHBIX U BEHEpUYe-
ckux 3aboneBanuii uM. B.A. Paxmanosa.

JlokaneHbIi cTaryc npu nocryruieHud. [lopaxkeHnue
KOXKH OCTPOBOCHAIINTEIBLHOTO XapakKTepa; Chlllb 00OUIIb-
Hasl. BbIChITaHUS JIOKaMU3YIOTCS B CKJIAIKAaX KOXKH: TOJ
MOJIOUYHBIMH JKEJI€3aMHU, B MOABATOIUYHBIX M MEXKbS-
TOIMYHBIX CKJIaIKaX, a TAK)Ke UMEETCsl oyar B 00JIacTH
kuBoTa. ChIlb CUMMETPUYHA. BrIChIanusi mpencras-
JieHbl ONAIIKAMU PO30BO-KPACHOTO IIBETa pPa3MEpoM
57 cM, TIIOCKOH (OPMBI, OKPYIJIBIX OYEpTaHUW C He-
pe3kumu rpanunamu. Ha moBepxHocty Onsiinek HaOro-
JTAIOTCSl 3PO3UM APKO-KPACHOTO 1IBETA, HEMPABHIBHBIX
O4YepTaHUi, Ha KOTOPBIX OTYETIMBO BHUIHBI Iepedpu-
(opmMHBIE (HAaIOMUHAIOIINE MO3TOBBIE W3BHIIMHBI) Tpe-
muHEL [ToBepxHOCTS Omsmiek BrnaxHas. [lo mepudepun
OJSTIIEK MTy3BIPH C BSIJION IMOKPBIIIKON HA TUIIEPEMHUPO-
BAaHHOM OCHOBAHUH, a TAKXKE IPO3UU C OOPBIBKAMHU AIIH-
JepMHCa U JKeJITOBATbIe KOpOuKu. Cin3nucTbie 000JI0UKH
He TopaxkeHbl. HorreBble MIacTUHKKM KUCTEH U CTOI HE
n3MeHeHbl. CyObeKTHBHO OTMEUEHBI 0OJIE3HEHHOCTh U
3yA B oOnactu BeIckanui (puc. 1, a—0).

B aHanu3ax KpoBHM M MOYU OTKJIOHEHHMM OT HOPMBI
HEe 00HapYKEHO.

Hauaro neuenne npenaparamu: gokcunuiina 100 mr
2 pasa B JieHb, (iaykonaszon 150 mr 1 pa3 B 3 jaHs, TPEH-
tan 100 mr B 200 M1 QU3HOTOTHYECKOTO PacTBOpPA BHY-
TPUBEHHO KaleJbHO, XJIOPONUPAMUH 2 MJI BHYTPHMbI-
IIeYHO Ha HOYb, keToTuden 1 mr 1 tabnerka 2 pasza B
JIeHb, a TaKXe MeCTHas Tepamust Ma3simu benoreHT n
HenecronepM-B B coderanun ¢ Kypcamu CHUCTEMHOMN
KOT.

Takoke, yuuThIBast marorenes 3a00aeBaHus, Ha3HaYe-
HO BHyTpuMbIieuHoe BBeaeHue no 10 mr 1,0 AT®-Na
(8 uHBEKIH).

Ha ¢one xomIiekcHol Tepanuu B TedeHue 3 Hell ObLT
JIOCTUTHYT BBIPAKCHHBIN TepareBTHYeckuil dpdekt Ha
75-80% B BHUAE MOTHOTO NPEKPAIICHUS MOSBICHUSI
My3bIpe, MOKHYTHS W TPEIIMH, aKTMBHOTO perpecca
U yIJIOIIEHUs OJSIIIEeK M KyNHPOBaHUS CyOBEKTHBHBIX
oIymieHu (puc. 2, a—2).

O6cy:xnenue

[IpuBenEHHBIA KIMHUYECKUN Cay4yall MpeacTaBIIsAET
WHTEepeC TI0 MHOTUM actiektam. [lo maHHbBIM nuTepary-
pBL, 3a00JeBaHHE WMEET TeHEeTHYECKYH) OCHOBY. PucCk
nepeadyyl aHOMaJIbHOIO IT€Ha OT POAMTENS IOTOMCTBY
cocraBmsier 50% mnpu kaxmgol OepemenHoctu. Puck
ONIMHAKOB KaK JJis MY>K4YMH, TaKk ¥ JUIs >keHuH [18].
B onucanHoM HaMu citydae y MalueHTKH HMEeeTCsl TeHe-
THUYecKasi IPeAPaCcIONOKEHHOCTD 10 INHUH OTIa, TAK)Ke
crpagasiero bI'XX. HewmanoBaxHO# 0COOGEHHOCTHIO
SIBJSIFOTCSL TPUTTEPHBIE (aKTOphl Hayasa 3a00JIeBaHMS
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Puc. 1. bonpnas 1., 49 ner. Knunuko-mopdonornyeckasi kKapTuHa
BI'XX npu nocrynieHun.

@ — Ha KOXE B 00JIACTH MEXKBATOJHYHBIX CKIATOK OJIAIIKI PO30BO-Kpac-
HOTO 1IBeTa, pa3mepoM 4—7 cM, IIIOCKOH (OpPMBI, ¢ HEUSTKUMHU I'paHU-
LAMH; HA TOBEPXHOCTH OJISIICK HAOIIONAIOTCS PO3UH SIPKO-KPACHOTO
L[BETa, HEMPAaBUJILHBIX OUYEPTaHUH, LepeOpr(OpPMHbIE TPELIMHBI U JKell-
TOBAThIe KOPOUKH;

6 — Ha KOXKe B 00JIACTH TOJBATOIMYHBIX CKIIJI0B OJISIIKHA PO30BOIO IIBe-
Ta pazmMepoM 5—7 cM, IIIOCKO# (POPMBI, ¢ HEPE3KMMHU rPaHHUIIAMHU, Ha T10-
BEPXHOCTH KOTOPBIX KPAaCHBIC APO3UH M 1epeOpU(OpPMHBIC TPEIIUHBI;
HaOJII0/IAI0TCSI KEIITOBATBIE KOPOUKH;

6 — Ha KOXK€ J)KUBOTA MMEETCs PO30Basi, OKpyIIasi OJsIIKa B AHAMETPE
2 cM, Ha TOBEPXHOCTH KOTOPOW MMEETCs KpacHas Jpo3Hsi, MOKpBITas
KOPOYKOIA;

2, 0 — Ha KOXKE I10J] MOJIOYHBIMH JKelle3aMH HaOJIIONAIOTCs OISIIKH PO-
30BO-KPAaCHOT0 1[BETa, HENMpaBWIBLHOH (OPMBI, pazMepoM 5-6 cM; 1o
nepudepun OHON M3 OJSILIEK My3bIPU C BSUIOW MOKPBILIKON (CTpeka)
Ha FMIEPEMHPOBAHHOM OCHOBAHUM, a TAKXKE IPO3UH C OOPBIBKAMHU DITH-
JIEpMHCa U JKEITOBATHIE KOPOUKH.
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Puc. 2. Ta xe 6onbHas. Kinauko-mopdonornueckas kapruna bI'XX nHa done npoBoanmoii Tepanuu.

a—e —4epes3 2 HeJ OT HavyaJia JICUCHUS: YMCHBIIICHUE I/IH(I)I/[J'II:TpaI.Il/II/I 6J'IﬂIJ.ICK, YMCHBIICHHUE KOJIUYCCTBA 3p03PH71 1 KOpOYCK.

1 ero 000CTpEHU — pOJbl U MHOTOYHCIICHHBIE CITydau
MpephIBaHUsT OEPEMEHHOCTH, YTO CBA3aHO C U3MEHECHH-
€M TOPMOHAJILHOTO CTaTyca JKEHCKOTO OPTaHu3Ma B 3TH
MIEPUOABI, OKAa3bIBAIOLIME BIMSHUE Ha KOKHBIH ITpo1iecce.
[Togo6Hoe Teuenue 3a00aeBaHUs TaKXKe OMUCHIBATIOCH B
3apyOexHoit sureparype [19]. [lo teuenuto BI'XX mo-
JKET OBITh KaK JIETKOW CTEIECHHU TSHKECTH ¢ HECKOJIbKUMU
000CTPEHUSIMH 32 BCIO JKU3Hb, TaK U TSHKENOW C peru-
IUBaMHU JT0 HECKOJIBKHUX pa3 B rox [1]. B Hamem cioydae
y 6onpHOM, cTpanaromeit bI' XX 6omnee 25 net, B mepsoe
BpeMs 1mociie MaHUu(ecTaruyu O0Ie3HN OTMEYAITUCh PeJl-
KHe 000CTpeHHs, OBICTPO pearupyromne Ha KIacCH-
YecKoe JIeYeHUEe aHTHOAKTepHaIbHBIMHU IIperapaTaMu.
B mocnenHue rogsl OTMEUYEHO YBEIMUCHHE HE TOJb-
KO YHUCJIa, HO U JJIMTEIILHOCTH PEIMINBOB, YCUICHUE

TSDKECTH TEUeHHs 3a00JI€BaHUsI U Pa3BUTHE TOPIHIHO-
CTH K mpoBoauMol Tepanuu. Cienyer OTMETHTb, YTO
JUINTENBHBIX PEMUCCHH ynanoch I0OUTbes Onarona-
ps coueranuto meroguku KOT ¢ antuOuornkamu Te-
TPALMKIMHOBOTO Psifia, KOTOPBIE CBSI3BIBAIOT METaJLIbI
(Mg*, Ca*"), o0pa3ys ¢ HUMH XeJaTHbIE COCIMHCHUS,
W UHTUOUPYIOT (DEPMEHTHBIE CUCTEMBI, T. €. UX MpUMe-
HEHHe marorenetndecku obocuosano [20]. Kpome Toro,
no0aBieHHe K CTAaHJAPTHON CXeMe JICUCHHs WHBEKIH-
oHHBIX GopM ATD-Na 1MO3BOIHIO YCKOPUTH IPOIEece
BBI3/IOPOBJICHUS] JAaHHOW MALIMCHTKH BO BPEMsl ONHCaH-
HOro obocTpeHus. Takum 00pazoM, WHAWBHIYaTHHBIN
MOAXOJ K Tepanuu ¢ y4yéToM MaToreHesa 3a0osieBaHMs
y aanHoi 6onbHOM BI'XX mo3Bommi 70OUTECS OBICTPBIX
Y BBIP@KEHHBIX KIMHUYECKHUX PE3YJIBTAaTOB.
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