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K Bompocy THarHoCTUKHM 4 Jie4eHUs ceOOpeiHOI
My3bIPYATKHA
B.H. 3asaockuti

Kadenpa xoxxupix n BeHepudeckux Oonesneit ' bOY BIIO SlpocnaBckas rocymapcTBeHHAS
MeJIMIMHCKas akajgemMusa Munszapasa Poccun

Onucanvl OWUOKU OUASHOCMUKU CeOOPEliHON NY3bIPYamKU Ha paumHel cmaouu 3mozo 3abonesanus. Ilo-
KA3aHo, Ymo no30Hee HAYAI0 A0eKEAmMHO20 JeHeHUsl YMsjicelsiem OalbHetiuee meuenue 601e3Hu U Modicen
cnocobemeosame mpancgopmayuy ceb60petiHol ny3vipuamki 6 8Viveaphyr. Jls ieueHus cebopeiHoll ny-
3bIPYAMKU PEKOMEHOYEMCsl 8 Kauecmee CUCIEMHO20 KOPMUKOCIMEPOUOd 0eKCaMena3oH.

KnroueBbie cnoBa: cebopelinas ny3vipuamia, OUAZHOCMUKA, JeYeHue, 0eKCamMemason

ON THE DIAGNOSIS AND TREATMENT OF PEMPHIGUS SEBORRHEICUS
V.N.Zavadsky

Errors in the early diagnosis of pemphigus seborrheicus at are described. Delayed beginning of adequate
treatment aggravates the subsequent disease course and can promote transformation of pemphigus
seborrheicus into pemphigus vulgaris. Dexamethasone is recommended as a total systems corticosteroid for

the treatment of pemphigus seborrheicus.

Key words: pemphigus seborrheicus, diagnosis, treatment, dexamethasone

[IpoGnema my3sipuaTky, 1Mo 3amedanuto B.A. Paxma-
HOBa, MHOTOTpaHHas [1]. Hemano akTyanbHBIX BOIPO-
COB CBSI3aHO C OT/CJILHBIMU Pa3HOBUIHOCTSIMH 3TOU 00-
ne3nu. CebopeliHasi my3bIpyarka (CuH.. SPUTEMaTo3Has
my3sIpuarka, cuHiapom CeHupa—Arnepa) — TsDKENoe
ayTOMMMYHHOE 3a0o0JieBaHHe, KOTOpPOE MOXKET Tiepe-
XOIWUTH B BYJBrapHYIO Iy3BIPUYATKY W TPH OTCYTCTBUH
HaJIC)KAIIETO JICUCHUSI TPUBECTH K JIETATLHOMY WC-
xomy. Ilporiecc HaumHaeTcsi B CEOOPEUHBIX MECTax:
Ha JIMIE, TPYId, B MEXJIONAaro4HoH obOmactu. Ovaru
APUTEMATO3HO-CKBaMO3HbIe. BOMM3KM HUX CHauyaja Ha-
OJIONIAIOT HEMHOTOYHCIICHHBIC BSUTbIC TY3BIPH, MHOTIA
3aMETHBI TOJBKO 3po3uu. KpaeBoil cumnTom Hukomb-
CKOT'O TIOJIOKUTENIbHBIN. AKAaHTOIUTHYECKHE KIIETKH B
Ma3Kax-oTIeuaTkaxX TMepBOe BpeMsl BBIBIIIOT HE BCET-
Ja. [Ipy oTCyTCTBUM aIeKBaTHOW Teparuul KOJIUYECTBO
MTy3bIpEe YBEIUUMBACTCS, OOHAPYKMBAIOTCS CIMHHY-
Hble WIM MHOKECTBEHHBIE aKaHTOIUTHYECKHUE KIIETKU
[2]. CoBpeMeHHas Tepamnus ¢ MPUMEHEHUEM CUCTEMHBIX
IJIIOKOKOPTUKOUJIOB M HECTEPOUIHBIX MpPEenapaToB IMO-
3BOJIMJIA PE3KO CHHU3UTh CMEPTHOCTH OT ITy3bIPYaTKH.
B cBs3u ¢ 3TM OCHOBHOM MTPUYNUHON HETATHBHOTO TIPO-
THO3a cTalia 3a7epkKa ¢ TOCTaHOBKOM auarnosa [3]. 3a-
a9y HACTOSIIETO COOOIIEHHUS: PACCMOTPETh OINIHOKHU
JMarHOCTUKHM ceOOpeiiHON My3BIpuaTKi Ha ee paHHel
CTaJNH, HAMETUTh MIyTH WX MPEOIOJICHUs, a TAKXKE T10-
JICIIUTHCS OMBITOM TEPAITUK JJAHHOTO 3a00JICBaHUSI.

ITox mabGmronenuemM Haxomwinuch 10 OONBHBIX ce00-
peitHol my3bIpyaTkor (3 My»XYUH U 7 JKEHIIWH) B BO3-
pacte ot 40 no 73 ner. Y BceX ATUX MALUEHTOB INpHU
TIePBUYHOM OOCIICIOBAHNH AKAHTOJIMTHUCCKHUE KICTKH
B Ma3Kax-OTIeYaTKaxX W3 dPO3Uil HE OOHAPYKEHBI, UTO

MOCITY’KHJIO TTOBOJIOM JIJISl JICUAIUX Bpauel OTBEPTHYTh
JIUArHO3 My3bIPYATKU.

MeTtoapl ucciienoBaHus — KIIMHUYECKHUE, IIUTOIOTH-
YeCKHE; TOMOJHUTEIBHO — THCTOJIOTHYECKOE UCCIENO-
BaHUE.

[TpuBOAMM OT/IENBbHBIC XapaKTePHbIC HAOTIOICHNSI.

Habniooenue 1.

bonwuas A., 43 roga. Panbiie ko)xHbIMU OOJIE3HSIMU HE CTpa-
nmana. 3abornena BHe3amHO. B TeyeHne 3—4 Hen Oe3ycIenIHo Iedn-
Jach B MOJIMKJIMHUKE C TUarHO30M ce0OpeHOM 3K3eMbl BOJIOCHCTON
4acTH TONOBEL. HampapiieHa Ha cTanmoHapHOE JicdeHue B SIpocias-
cKuil 00macTHON KOXKHO-BeHeposiorndeckuit aucnancep (SIpOKBJI)
C ToJo3peHHeM Ha cebopeiiHyro Imy3blpuyarky. [Ipu mocrymieHun
MOpaKeHNE OTPAHUYMBAIOCH BOJIOCHUCTOM YaCTBhIO TOJIOBBI M TPO-
SABJIAJIOCH PBIXJIBIMHA KEJITOBATBIMU KOp](O—'-[e]_Uyl\;IKaMl/I " BJIQXKHBIMHA
9pO3UsIMHA. AKAaHTOJIUTHYECCKUE KICTKH MPH HEOJHOKPATHBIX UCCIIC-
JIOBaHMAX He OOHapy)XeHbI. BrInicana U3 cTaioHapa ¢ IMarHo3oM
ce0OopeitHO HK3eMBI U IepeBeieHa Ha aMOysraTopHoe JiedeHue. Ye-
pe3 1 Mec mocie BRIMUCKH U3 CTallHOHapa 00pa30BaIUCh My3bIpH Ha
KOXKe B BepXHel 4acTH TyJoBuIIa. [ eHepanu3aiys KOXKHBIX BBICHIIA-
HUI TPOM30IIIIa BHE3AITHO U COIPOBOXKAATACH PE3KUM YXYIIICHHEM
obmero cocrosiHus. [loBbicunack Temneparypa 10 38—39°C, nosBu-
Jach CIyTaHHOCTh CO3HAHWS. BONbHYIO JOCTABHIIM B PEaHMMAIIHIO.
IIpoBeneHbl HEOTIOKHBIE MEPONPHUSATHS, BKIIOYAs BHYTPHBEHHOE
BBEJICHUE OOJIBIINX /103 KOPTHKOCTEPOHI0B. Uepe3 HECKONbKO JTHeH
OOJIEHYIO TIEpEeBeNI B KOXKHOE OT/AeNeHue. B Ma3kax-oTmneyaTrkax co
JIHA My3bIpell 0OHAPYKEHbI aKaHTOIMTHYECKHE KIETKHU (+).

Teuenue O0Je3HM YKa3bIBAJO B JAHHOM ClIydae Ha
OBICTPYIO TEHEPATH3AIUI0 KOXKHBIX BBICHIIIAHUN H, TI0-
BUIMMOMY, Ha TpaHC(hOpMaluio ceOOpeHHON My3bIp-
YaTKH B BYJIbrapHy0. 3aro3ajioe Hayauao aJeKBaTHOTO
JIeYeHUsI CrOCOOCTBOBANO, OYEBUAHO, 3HAYUTEILHOMY
YTSOKEITICHUIO TIaTOJIOTMYECKOT0 MPoLecca U, BO3MOXKHO,
CJIEJ1aJI0 IPOTHO3 COMHUTEIIEHBIM.

Caenenus 00 aBTope:

3asaockuit Banenmun Huxonaesuu — xaun. Mea. Hayk, npod. (zavad.985@mail.ru).
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Ne 1, 2013

Cregyromuii cirydaid 3acTaBisIeT B3IIIA-
HYTh Ha IPO0OJIEeMy CeOOpEHHOM my3bIpUaT-
KM HE TOJIBKO C YHCTO MEAULIMHCKON TOUKU
3peHusl.

Habniooenue 2.

bonsuoi /., ropuct, meHcuonep. 3adoiern B
mae 2011 r. [TosiBHIINCH SpUTEMATO3HEIE MISTHA C 9PO-
3UAMH Ha Koxe rpynu. Hecmotps Ha ieuenue (Ha3Ha-
YEeHO I10 MOBOLY «AEpMaTHTa»?), Odar IOpa’KeHHH
yBenuuuBaics. bonbHOI Mo coOcTBeHHON WHUIKA-
THBE JIB)XIbI €3/J1JI HA KOHCYIbTanu B MOCKBY — B
IlenTpanbHbli HAyYHO-MCCIEIOBATENBCKUNA KOXKHO-
BeHeposiornueckuili nHcTuTYT Mun3apasa Poccun n
Mepsoiit MMV nm. .M. CeuenoBa. B o6oux yu-
PEeXICHUAX BbIIAHBI HA PYKH O(HIIHAIBHbIC 3aKITIO-
YEeHUs O TOM, YTO JIMAarHO3 — cebopelHas My3bIpuaTka; MpuieM B
Ooree MO3AHEM IO BPEMEHU JOKYMEHTE OTMEUCHO, UTO MOPaKEHHE
HMeeT PU3HAKU ByJIbIapHOU My3bIpUaTKi. PEKOMEHJ0BaHO COOTBET-
CTBYIOIIIEE JICYCHHE TT0 MECTY XKUTEIbCTBA. JIedeHnue 1eiCTBUTENEHO
ObLJIO HAYaTo, HO IIOCIIE BBITHCKH OOJIBHOIO M3 CTAllMOHApa eMy OT-
Ka3zaJu B OECIUIaTHOM ITOJyYeHHN KOPTHKOCTEPOUIOB, COCIABIINCE
SIKOOBI Ha TO, YTO IMy3bIpYaTKa HE ByJbrapHas U HE TOATBEP)KIACHA
HaXOXK/ICHHEM aKaHTOJIUTHYECKHX KJIETOK. B 9Tol cuTyanuu manu-
et cHoBa 30.08.11 camocTosTeNEHO 00paTHIICS 33 KOHCYIIbTAIlUEH B
SIpOKB/] n Ha kadenpy koxHbIX Oosie3Hell SIpocnaBckoii rocynap-
CTBEHHOU MemmmuHCKol axamemun (SIpI'MA). K stomy Bpemenn
71038 KOPTHKOCTEPOHJIOB Oblla 3HAYMTEIBHO CHIKEHA, U MPHHUMA-
JIMCh JJAHHBIE TIpEeNaparhl, 0-BUAUMOMY, HeperyisipHo. B SIpOKB/]
u Ha kadeape kokHBIX Oone3Heill SIpI’ MA nposenu xorcunuym. [Tpu
OCMOTpE: Ha KOXKe TPpyId OOJBHOTO MMEETCsl KPYIHBIH I)PUTEMaTo3-
HO-CKBAaMO3HBIH 0Yar ¢ BIXHBIMH 3p0o3usiMU. CBEXHX ITy3bIpel He
BUJIHO. AKAHTOIMTHYECKHE KIETKH B Ma3KaX-OTHeYaTKaX C 3PO3Uii
He HaiineHsl. Ha OCHOBaHMM KIMHWYECKUX JAHHBIX U, NOJHOCTHIO
Ppasaensiss MHEHHE MOCKOBCKHX CITEI[HAINCTOB, BBIAAIN 3aKTIOUCHNE:
JIMarHo3 — cebopeiiHas my3bIpyarTKka; PeKOMEHIyeTCsl COOTBETCTBY-
IolIee JICYEHHUEe 10 MeCTy JKUTenbcTBa. Kerarn, OBICTpOe CHIKEHHE
J103bI KOPTUKOCTEPOHUJIOB U HEKOTOPBII MEPEPHIB B JICUCHNUH BBI3BAIH
y OOJIBHOTO CHHJPOM OTMEHBI: IIPUIILIOCH OKa3bIBaTh €My MEIUIIHH-
CKYIO ITOMOII[b Ha 0OPaTHOM ITyTH JJOMOH.

IIpencraBnenus y psiaa Bpaueil 0 paccMaTpuBaeMon
[1aTOJIOTMH, BUIUMO, HEAOCTATOYHO I1OJIHBIE; BO BCIKOM
CJlyudae, MbITapCTBa OOJIBHOIO HAa 3TOM HE 3aKOHUYMIIKCh.
Uepes 3 Hen (B centsiope 2011 r) moctynun odunmanb-
weii 3ampoc B SApOKBJl u3 memaprameHTa 3apaBOOX-
paHEHUs 10 MECTY YKHUTEJILCTBAa OOJBHOTO € MPOCHOOM
MOATBEPIUTH TMPOBEACHHE KOHCYynbTauuu. OueBUIHO,
HEIOBEpHE K MAMEHTY ObLIO CIPOBOLMPOBAHO €T0 aK-
TUBHBIM IIOBEJICHHEM, & COMHEHHE B AUArHO3€ BbI3BAHO
OTCYTCTBHEM aKaHTOJIUTUYECKUX KJeTok. IIpoBeputh
KJIMHUYECKUH JUArHO3 I1y3bIPYaTKU [103BOJIIIOT PE3yJlb-
TaTbl THCTOJIOI'MYCCKOI'O HCCIICAOBAHUS U METO HpHMOﬁ
nmmyHodmoopecuenunu [4—7]. B obmactHOM 1IEeHTpe
TaKHe BO3MO)KHOCTH UMEIOTCSL.

Habmooenue 3.

Bonsuasa C., 73 roma. Hanpasnena Ha KoH-
cyasraiuio B Mae 2011 1. ¢ mogo3peHrem Ha nemdu-
rouzt JleBepa. AkaHTONUTUYECKUE KIICTKU B Ma3Kax-
oTIevaTkax ¢ 9po3uil He HaizneHsl. bosibHa oxoio
1,5 mec. IlopaxkeHne Hadyanoch Ha KOXe TPyId U B
BEpXHEH 4YacTH CHHHBI, Jajee pPacHpOCTPaHMUIOCH
Ha JKMBOT. BobHYI0 O€3yCHeIHo JIeYHIIN 110 MECTy
JKUTENBCTBA 3 HeJl JeKCaMeTa30HOM 110 7 TableToK
(3,5 mr) B neHp; 3a0oneBaHUE K€ MPOrPECCHpOBa-
no. Ilpu nccnenoBanum B naboparopun SIpOKBJ]
AKaHTOJIUTHYECKNE KIETKH B Ma3Kax-OTIEYaTKax C
9po3uil Toke He HalaeHbl. [Ipy ocMOTpe manueHTKH
(puc. 1, a, 6): Ha nepexHell MOBEPXHOCTU TPYIAH C
TIEPEXOZIOM Ha BEPXHIOK YacTh KMBOTA MHOTOYHC-

Puc. 1. bonsuas C. CebopeitHas my3pIpyaTka.

a — DPUTEMATO3HBIC OYaru ¢ PbIXJIbIMA KOpKO-‘IeIlnyIKaMPI Ha rpyau; 5po3uu € O6pLIBKaMI/I OIH-
JAepMuca u HeOOJIbIINE CBEKHE ITy3bIpU (OKOJ'IO JIEBOW MOJIOUHOM )KCJ'ICSLI)Z

60— OPUTEMATO3HBIC O4aru € SpO3UAMHU U CEPO3ZHBIMU KOpKO—'-ICIlIyﬁKaMPI B BCpXHCﬁ YaCTH CITMHBI.

JICHHBIE SIPKHE SPUTEMATO3HbIEC IIATHA, OTTPAHWYEHHBIE OT OKpY-
HKAIOILEH KOXKM U CKJIOHHBIE K CIMSHMIO, HOKPBITBI IPSI3HO-CEPHIMU
COYHBIMU KOpKO-uelryiikamu. FIMeroTcst BIaxKHbIe 9PO3HU C 0OPBIB-
KaMH 3MHAEepMHECa M0 KParo ¥ eMHIYHbIE HeOonbInue my3sipu. Kpa-
eBoif cumntom Hukonbekoro nosoxkurenbHeli (+)! B BepxHel yactu
CIMHBI MHOXKECTBEHHBIE YE€TKHE Y)PUTEMATO3HBIC IISATHA C IPO3UAMHU
U CEPO3HBIMHU COYHBIMH KOPKO-YelllyHkaMu. 3akitodeHune: cebopeii-
Has Imy3bIpuarka. Hasnauen nekcamerason mo 16 tabneroxk (8,5 mr) B
JIEHB C TTOCTIEAYIOUIMM CHUXKEHUEM J103bI 10 nojaepkuBaromeil. Ot-
nuaue ot OynneszHoro nemduronsa Jlesepa: cumnrom Huxonbckoro
MOJIOKUTETbHBIH, TOpa’keHNE HA4anoch ¢ CEOOPEHHBIX 30H, Iy3bI-
peil Majo, 1 OHU He HaIlPsDKCHHBIE, 3y/1a HET.

OAHOTUIHOCTD BpauyeOHBIX OLIMOOK NPH AHATHO-
CTHKE W JIeYeHHH CeOOpelHON ITy3hIpYaTKH MO3BOJSET
TOBOPHUTbH 00 UX CUCHIEMHOM XaPAKTEPE, O UEM MOXKET
CBHJICTEJILCTBOBATH CIIEAyIOIIee HAOIIOICHHE.

Habmooenue 4.

bBonbuas Y. 45 ner, yuurensHuna. bonpHa oxono 3 mec
(c xonma aBrycrta 2011 r). Jleunmnace ¢ guarHosoM neMmgurounaa
JleBepa. CHavana amOynaTopHO B TeueHHe | Mec monyyana IpeHu-
300H 10 40 Mr/cyt (8 TabneTok) 6e3 momkHOro 3¢ dekra. 3arem B
cranuonape SIpOKBJl (B HosiOpe 2011 1.) mo3y mpeaHH30II0HA Y-
o — 80 mr/cyT. TloSBMIICS KyIIMHIOMA, HO COCTOSIHUE KOXH
CYIIECTBEHHO He YIydIImIock. Hampasiena Ha KOHCYIBTAIHIO (HO-
s6pb 2011 r). IIpu ocmoTtpe (puc. 2, a): B BEpXHEil 4acTH TYJIOBHUILA
OOIIMpPHEIE YPUTEMATO3HbIE IISITHA C YETKUMU OYEPTAHUSIMH, CIIHU-
BAIOIIHMECS, TTOKPBITBIE KEITOBATO-CEPHIMU UEIIyHKAMH, BIayKHbIE
cBexue spo3un. Kpaeoit cumnroM HUKOIBCKOTO MOIOKUTENBHBINA
(+)! Omnako B Maskax-OTHEYaTKaX C 9PO3WI AKAHTOIUTHYCCKHE
KJIETH HE OOHApyKeHbl. DO3MHOMHUIOB B Ma3Kax-OTIEYATKaX TOXE
HeT. B xpoBu 203uHOGMIMS OTCYyTCTBYeT. J{Marno3: cebopeiinas 1y-
3pIpyaTKa. PeKoMeHJ0BaHO 3aMeHHTh MpeaHu30i0H (80 Mr/cyT) Ha
nekcameTa3oH 8 mr/cyt (16 Tabmetok mo 0,5 Mr), 4To, MO HAIIMM
HaOmoneHnAM, He MeHee YP(PEKTUBHO, HO MEPEHOCUTCS OOTBHBIMU
nerue. JlOTMOTHUTENBPHO Ha3HAYEHbl MAHAHTHH, a TAKKe MaHWHMI
(rmubenxamun) 3,5 Mr — 1o 1 TabneTke yTpoM (U1l yMEHbIISHHS
pucka crepougHoro auabera). Yepes 1 Hex nocTUrHYT MopOucTa-
THUeCKHH 3 dEKT, TTocIe Yero Hayato CHIKEHHE CYTOYHOH JI03bI

Puc. 2. bonpnas Y. CebopeiiHas my3pipuarka.

a — J10 JIGUCHHUS: YETKHE SPUTEMATO3HbIE 0Yary, MOKPHITHIC PHIXJIBIMH YEeHIyHKaMH; CBEXHUE 3PO-
31U C OOPBIBKAMU SIHIECPMUCA, MTOJOKHUTEIbHBINA KpaeBol cuMnToM HUKONbCKOTO;

6 — depe3 5 HeJl B MPOLECCe JICUCHHST IEKCAMETA30HOM.
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Puc. 3. TToxrbeM ypOBHS SHIOT€HHBIX KOPTHKOCTEPOUIOB ITPH (yHK-
LIMOHAIEHOIT TPo0e ¢ KOPTUKOTPOITMHOM Y MAMEHTOB, MTOTyYaroInX
JIeYCHUE IeKCaMeTa30HOM. I padMKH SKCKPEIMHU 3H/IOTeHHBIX KOPTH-
KoCTepoua0B ¢ Mouoil. 3anuch Ha CD-10.

JleKcaMeTa30Ha Ha 1 TabneTKy Kakaple 7 JHel; B JalTbHEHIIeM — KaxkK-
nie 5 nueit. Ha puce. 2, 6 — npeactaBiieHbl pe3yibTarhl JICUCHHS Yepe3
5 Heq B poIIecce CHIKEHHS CYTOYHOM JT03bI AeKcaMeTa30Ha (TIoydaeT
5,5 mr/cyt — 11 Tabnerok). CHImKEHHE MPOIOIKEHO JI0 ONIPEACIICHUS
nogaepxkuBaronell 1036l ClemyeT OTMETHTb, YTO ITIOCIE 3aMEHBI
MIPeTHU30JI0Ha Ha IEKCaMETa30H HauaJloCh 3aMETHOE yITyUIlIeHHe He
TOJIEKO KO’KHOTO ITPOIIecca, HO U 00IIeTo COCTOSHUS OONBHOI, a Tak-
xe ee camouyBeTBus. COD 3a 2 Hen cam3minack ¢ 25—30 go 20 mm/4,
auepe3 1 mec 10 12 Mm/u. KoHIeHTpalyst IIIIOKO3bI KPOBU B IIEPUOJ
JICYCHUH TIPETHU30JIOHOM 6,6 MMOJIB/JI, TIOCHIE TIepexoaa Ha JeKca-
METa30H uepe3 2 Hex — 5,6 MMoJIb/J, uepe3 5 Hex — 4,6 MMOJIB/J
(6ompHas mpodrakTuaecky norydana ManuHm). Coneprkanne re-
MOIIIOOMHA BO BpeMsl JieueHus1 ocTaBanock B Hopme (138—143 r/m).
JletikoumTo3 nepskaics B nipenenax 10,4—12,6 - 10°/m. Jlo nazuaue-
HUS JIeKcaMeTa30Ha oTMedanu Jumdonenuto (15%); B nanpHelem
konnuecTBo uMdonutoB 25—32%. B ocransHOM neiikorrapHas
(dopmymna 6e3 ocobeHHOCTEH, B 9acTHOCTH 303uHO(PMIOB 0—1%.

B Teuenne MHOTHX JIET MBI HCIIOJIB3YEM B Ka4YE€CTBEC
CHCTEMHOTO KOPTHKOCTEpOH A iekcamerazon — (0,5 mMr
B TabneTkax. B ommume oT mpeaHusonoHa (5 MTr B Ta-
Onerkax) no3a B 10 pa3 menbie. M, XoTs TeopeTHUECKI
CUUTAETCS, YTO JIEKCAMETa30H B 7 pa3 aKTHBHEE Mpel-
HU30JI0OHA, HAIl OIMBIT TMOKa3bIBAET, YTO MPAKTUYCCKH
1 Tabmerka nmexcamerasoHa 0,5 MI COOTBETCTBYET IO
KIMHH4YeCKoMy Jddekry 1 TabimeTke mpeaHu30I0Ha
5 mr. COOTBETCTBEHHO, HAarpy3Kka Ha OpraHu3M YMEHb-
IacTCsa Ha IOpsAAOK. KYIHI/IHFOI/IJI MCHEC BBIPAXKCH U
pasBuBaeTcs mozxke. OCOOCHHOCTH NEUCTBUS JIEKCaMe-
Ta30Ha CBSI3aHBI C ero CcTpyKTypoi. Ilpennuzomnon (A'-
JETUAPOTHIPOKOPTH30H) UMEET XUMHUUECKOE CTPOCHHE,
CXOJTHO€ C JHJOT€HHBIM THAPOKOPTH30HOM, TOTJa KaK
MOJIEKyJIa JIeKCaMeTa30Ha COACPXKUT aroM (ropa, 4To
3aMETHO OTJIIMYAET €T0 OT DHJIOTEHHBIX TOPMOHOB, KOTO-
pBIE€ COCTOST UCKITIOUYUTENFHO U3 yIIIeposia, KUCIOPOaa,
Bonopoaa (C, O, H). ®top, Oymyun BBICOKOAKTHBHBIM
OMOMHUKPOAIIEMEHTOM, YCHJIMBAET JIeHCTBUE Tpemapara
Ha nopaaok. U He Tonmpko! He mckiroyeHo, 4Tto, uMest
«MeTKy uyxkeponHoctu» (F), nekcamera3zoH MeHbIIIE TO-
JABIIAET TMPOYKIIHIO SHIOT€HHBIX TIIFOKOKOPTUKOCTEPO-

POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONE3HEN

uoB. [Ipu neyeHnn nekcaMeTa30HOM ylIaeTcs TOOUThCS
y psiia OONBHBIX IMy3bIPYATKON UCKITFOUUTEILHO HU3KOH
MOJIICPKUBAIOIICH JTO3BI.

B 3TOM OTHOIIIEHHH MTOKA3aTeNIbHA CIICAYIOIIAST UCTO-
pust OOJIE3HU.

Habnooenue 5.

Bonsuoit M., 40 mer. /lmarnos: cebopeliHast Iy3bIpyarka.
AKaHTOITUTHYECKHE KIIETKH OOHapyxkeHsl (+). JledeHne npoBoau-
I Jekcamera3oHoM. IlopnepikuBarongyro 103y yAalnoch yCTOWYM-
BO CHHU3UTH 10 2 Tabmetku (0,25 Mr) nexcamerasoHa uepe3 dens!
Kymmuaronn nocrenenso ucye3. CocrtosHue NpU HAOIIOACHUU B
TeUEHHE HECKOJIBbKHX MECSIEB OCTaBalOCh CTaOMIBHO XOPOIINM.
BonpHO# npomomxua paboTy mo cBoel crenuanbHOCTH (TIpernoaa-
Baresib pritocoduu B yHUBEpPCUTETE, JIOLEHT), aKTHBHO 3aHHMAJICS
O0IIECTBEHHOH IesTenbHOCThI0. OHAKO BCKOPE CTall BBICKA3hIBATh
COMHEHHE B HEOOXOIMMOCTH ITOJJICP)KUBAIOIIEH JI03bI, ITOCKOJIBKY
OHA Ka3aJlaCh €My «HHYTOXKHOI» (TAe-TO OH IPOYMTAJ, YTO IIOA-
JIePIKUBAIOIIYIO 7103y HHOTIA MOYKHO OTMEHHTb TIPH ce0opeiiHOi mmy-
3bIpUaTKe), a 3aTeM CaMOBOJIBHO IIPEKPATHII IIPHEM Tpernapara. B pe-
3y/bTaTe ¢ TSDKETIBIM PELUINBOM ITy3bIPUaTKH OH OBLT JOCTaBIEH B
peaHuMaluIo, M0CJIe Yero MPUIUIOCh HAUMHATh JIEUEHHE 3aHOBO, C
YAAPHBIX /103 KOPTUKOCTEPOU .

MBI Mccie10Bad TIIFOKOKOPTUKOCTEPOUTHYIO (PYHK-
IIUI0 KOPBI HAJIIIOYEYHUKOB y MALMEHTOB, MOTYYarOIINX
nekcameTa3oH. C 3TOH LENnblo ONMpeeNsaan y HUX 3Kc-
KpELUI0 3HJOTEHHBIX KOPTUKOCTEPOUIOB B CYTOUHOH
Moue 1o metony M. Metcalf [8, 9], koTopsIii TO3BOISET
BBIIBIISITH META0OJINTBl SHAOTEHHBIX KOPTHKOCTEPOH-
noB. IlpucyTcTBre nexkcamera3oHa M €ro MeTadoJINTOB
B MOY€ He MEIIaeT aHaJu3y, Ha HUX 3TOT METO[ He pea-
rupyeT. Pe3ynbraThl 3amuchIBaid rpadUuecKd Ha pe-
ructpupyiomeM cnekrpodoromerpe CD-10. s Toro
4YTOOBI BBISIBUTH PE3EPBHBIC BO3MOKHOCTH KOPBI Ha-
MTOYEYHHUKOB y JINL, IPUHUMAIOIINX JIEKCaMETa30H, UM
NPOBOAMIN (PYHKIMOHAJIBHYIO MTPOOYy C KOPTUKOTPOIH-
HoM (BBenenue 40 EJ[ kopTukoTponrHa BHYTPUMBIIIIE-
HO). [IpuMepbl Mmoay4eHHBIX IpaUKOB MIPEACTABIECHBI
Ha puc. 3. Y ManueHToB, IPUHUMAIOIINX JeKCaMeTa30H,
€CTECTBEHHO, HAOIIOIACTCsl CHIKCHNE TPOIYKIUH JH-
JOTeHHBIX KOPTUKOCTepoua0B. Bmecte ¢ TeM Ha rpadu-
Kax BHJCH MUK BBIOPOCA YHIIOTCHHBIX KOPTHKOCTEPOH-
JI0B, KOTOPBIH OB CIPOBOLIMPOBAH BHYTPUMBIIICUHBIM
BBEICHUEM OOJIBHOMY KOPTHKOTPONMHA. JTOT (hakT
CBHUJIETENILCTBYET O COXPAHUBILEICS TOTOBHOCTH KOPBI
HaJAMIOYEYHUKOB PearupoBaTh Ha aJeKBATHYIO CTUMYJIS-
IIUI0 — YBEJIMYUTH MPOAYKINIO SHIOTEHHOTO TOPMOHA.

O6cy:xnenue

Pesynbrarel KIMHHMYECKUX HAONIONCHUH MMOKa3bIBa-
IOT, YTO €CJIH MOPaKEHHUE KOKH U TEUSHHE JIepMaTo3a Xa-
paxkTepHbl it ceOopeiHoi My3bIpuaTku (B YaCTHOCTH,
TUNHWYHAS JOKAIW3alysl, BHE3aHOe Hadano, Hedddek-
TUBHOCTb CpPEIHETEPANeBTUYECKUX 103 KOPTUKOCTEPO-
UIOB, MOJOXKHUTENBbHBIN cumnToM Hukombckoro (1)), To
JiedeHHe CIeyeT HauuHaTh B COOTBETCTBHH C JHATHO-
30M MY3BIPYaTKA — C YIAPHBIX 103 KOPTUKOCTEPOUIOB,
HECMOTPSl HAa BO3MOXKHOE OTCYTCTBHE B OTOT IMEPHO]
AKaHTOJMTUYECKUX KIIeTOK. KiimHnueckast kapTuHa ce-
OOpEeiHOM My3bIpUaTKi y MHOTHX OOJIBHBIX JJOCTATOYHO
TUIWYHAS, ¥ KITMHAYECKUI AUAarHo3, KaKk MpaBuiIo, MOA-
TBEPXKIAIOT B PE3YJbTaTe€ TMCTOJOTHYECKOTO U MMMY-
HO(ITIOOPECIIEHTHOTO UCCIIEI0BaHUH (K COXKAIEHUIO, IO
TEXHUYECKUM TIPUYWHAM 3TH aHAJIW3bl HE BCeraa yaa-
€TCs BBITIOHUTE OTepaTUBHO). CBOCBPEMEHHOE HAYAJIO
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a/IeKBaTHOTO JICUCHUS Bcerna ceOsl olpaBabIBacT, U, Ha-
000pOT, 3ama3bpIBaHUE C €ro MPOBEICHUEM YTSHKENISIET
JaNbHEeHIIee TeueHne OOJEe3HH W CO3JaeT OMAacCHOCTh
TpaHcpopManuu ceOOpPEeHHON ITy3bIpUYaTKH B BYJbrap-
Hyto. JledeHne My3BIpYaTKH IIEIECO00pa3HO TMPOBOIHUTH
JiekcameTa3oHoM. Ero HadanbHbIe, ynapHbIe 10361 8 MI/CyT
(16 Tabnerok). IlocTenmeHHO CyTOYHYIO 03y CHUKAIOT
JI0 IOJIIEP KU BAIOIIIEH.

[Ipu ymopHoM TedeHuM ceOOpelHON My3bIpUaTKu U
MOJ03PEHUM Ha ee TpaHC(HOPMALMIO B BYJIbrapHYIO pe-
KOMEHIYeTCsI HA3HAYUTH JIOMOTHUTEIFHO K KOPTUKOCTE-
pounam azaruonpuH (150 Mr/cyT), HE OTKIIaIBIBast 3TO
Ha3Ha4eHHUe, TTOCKOJBKY JEWCTBHE a3aTHOMPHHA MPOSB-
JISIeTCS He cpasy, Jarre gyepe3 3—4 Hel, ToCIIe Yero 03y
npenapara MOKHO YMEHBIIUTh. A3aTHONPHH CUHTAIOT
BTOPHIM UMMYHOCYITPECCUBHBIM CPEACTBOM TOCIIE TITIO-
KOKOPTHUKOCTEPOHUIOB; KPOME TOTO, OH JIaeT CTEPOM/I-
coeperatonuii 3¢ dext [10]. B otimyme ot azarnonpuna
METOTpPEKCaT He COYETAETCs C BBHICOKUMH J03aMHU KOp-
TUKOCTEPOUIOB U MOXKET JaKe YXYIIIUTh TEUCHHE ITy-
3BIPYATKH (B YeM, K COKAJICHUTO, MBI TOKE YOCIHMIIHCE).

BriBOABI

1. OcHOBHas OTTACHOCTH YXY/IICHHUS ITPOTHO3A TIPH Ce-
OOpeiHOM TMy3bIpIaTKe — TO3THSS JUArHOCTHKA U, COOT-
BETCTBEHHO, 3aI103/1aJ10€ HAaYaJIo aJIeKBaTHOTO JIUSHHSI.

2. TunuuyHas KIWHWYECKas KapTHHA CeOOpEeHHOMN
My3bIPYaTKd U HAJIUYUE TOJOXKHUTEIBHOTO CHUMITOMA
Huxonbckoro MOryT CiyUTh OCHOBAaHUEM JJI Hauaja
MOJIHOIIEHHOTO JICUEHHUSI C HCIIOJIb30BAHUEM YIAPHBIX
J103 KOPTUKOCTEPOUAOB, HECMOTPSI HAa BO3MOXKHOE OT-
CYTCTBHE B 3TOT [IEPUOJ] AKAHTOIUTHYECKUX KiIeTOK. He
HCKITIOYACTCSI TaK)KE€ BEPOSTHOCTH PETPOCTICKTUBHOM
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X-cuenJeHHbIN UXTHO3

BEepU(PUKAIMHA KIMHUYECKOTO JIMArHO3a THCTOJOTHYE-
CKUMHU ¥ HIMMYHODITFOOPECIICHTHBIMH JJAHHBIMH.

3. Ilemecoobpa3HO MPUMEHSThH JeKCaMeTa30H B Ka-
YeCTBE CHCTEMHOTO KOPTHKOCTEPOU 1A TIPH JICUCHUH Y-
3BIPYATKH.
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X-LINKED ICHTHYOSIS

V.N.Tereshchenko, N.E.Karpylaeva, M.V.Ryabkova, O.Yu.Shevelyova
A rare clinical case, interesting for a practicing dermatologist. is described: X-linked ichthyosis.
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