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AEPMATO3 CYBKOPHEAAbHbIW NMYCTYAE3HbIN

CHEAAOHA - YUAKUHCOHA
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CTABpPONOAbCKMU rOCYAQPCTBEHHBIN MEAULLMHCKUI YHUBEPCUTET, Poccus

SUBCORNEAL PUSTULAR SNEDDON-WILKINSON DERMATOSIS
ASKHAKOV M. S., CHEBOTARYOV V. V., ISKHAKOVA Z. A.

Stavropol State Medical University, Russia

MpueBeneHo onuncaHne HabnwaeHns na NPakKTnKn O4eHb PeaKoro KOXHOro 3aboneBaHuns, BHE3arnHo
BO3HUKLLETO Yy MY>X4YUHbI. AKLEHTMPOBAHO BHMMAHWE Ha OMarHOCTUKE 1 NeYeHnn gepmartosa.

KnroyeBsbie cioBa: nyctyne3 cybkopHeasibHbIl, 6o1e3Hb CHeanoHa — YUikuHCOHa, KITMHUYECKIA Cry4Yar

The authors presented the clinical case of very rare skin disease and pay special attention to the

diagnosis and treatment of dermatosis.
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epmMaTto3 cyOKOpHeanbHbliA MYyCTyNEe3HbIN

CHeppoHa — YUWIKUHCOHA (CUHOHUMBI: MNy-

cTyne3 cyOKoOpHeanbHblii, 00ne3Hb CHep-
AOHa — YUIKMHCOHA, NoApPOroBoi NyCTyIe3HblN
AepMaTo3 U Ap.) — peakoe XpoHu4yecKkoe peum-
AuBUpYyowee 3abosieBaHue, XapaKTepusylo-
Lieecs NOSIBJIEHMEM Ha KOXe MyCTyn U Be3UKyn
[1,2].

HecMoTps Ha TO 4TO BMNepBble AepMaTo3 Obi
onucaH euwe B 1872 romy aBCTpUMCKUM Oepma-
Tonorom F. Hebra, HekoTOpble COBpPEMEHHbIE
MHOCTPaHHbIE aBTOPbI A0 CUX MNOP Ha3blBAOT €ro
OOHUM M3 CaMbIX PeOKMX U CTPAHHbIX KOXHbIX 3a-
©oNneBaHnin HEM3BECTHOW 3Tnonorum, ouddepeH-
uManbHas OuarHocTmka KOTOPOro 4acto ObiBaeT
[OBOJILHO CNOXHoOW [1, 2, 6].

Opyrne KAVHUUUCTBI cuyMTaloT 3aboneBaHue
CaMOCTOATENIbHOW HO30JIOFMYEeCKOW eaunHULIEN,
MMELWEN NHPEKLUMOHHYIO 3TUOJIOrNIO, B Natore-
He3e KOTOPOM OCHOBHadA POJib NPUHALANEXUT NUM-
MyHOaJJIeprnyeckumMm mexaHusmam [4, 5]. B BO3-
HUKHOBEHMN BGONE3HW OnpefesieHHOEe 3Ha4vyeHue
MMEKT 9HOOKPUHHBIE PACCTPONCTBA, MNCUXMYe-
CKne neperpysku, MMMyHoanneprmuyeckne 3abo-
nesanu4a [1].

Mo KNMHMYEeCKOW KapTuUHe AepmMaTto3 cyobkop-
HeaslbHbIV NycTyne3Hbii CHegaooHa — YUNKNUHCO-
Ha Hepeako HanoMuHaeT Takue 3aboneBaHus,
Kak repnetudopmMHbln gepmaTtmnt JiopuHra, CUH-
npom CeHupa - Awepa, pobpokayecTBeHHas
cemMeirHas nysblpyatka Xennn — Xennu, 6ak-
Tepua nycTynesHbli JHAptoca, MMMNeTuro rep-
netTngopmHoe lebpbl — Kanoww mn gpyrme, 4to
OCNIOXHAeT npoBefeHue anddepeHymnanbHon
anarHocTuku [3].

Yawe 6onetoT xeHwmHbol 30-60 net, 60ne3Hb
MOXEeT Ha4yaTbCs B 4E€TCKOM Bo3pacTe [2]. 3abone-
BaHVE MPOAo/IKAETCA ANIMTENbHOE BPEMS, Hepen-
KO mepexoas B XPOHUYECKYID HOpPMY M BAUSAA Ha
Ka4yeCTBO XM3HW NALMEHTOB [6].

MycTyne3 cybkopHeanbHblli C TPYOOM noanaeT-
csl Tepanumn, ocob6eHHO ecnn y B6OMbHbIX ECTb He-
NnepeHoCMMOCTb MNpenapaToB BbIGOpa B Ne4YEHUU
naHHow natonorum [2, 3].

YunTbiBass peakylo BCTpeYaeMoCTb AepmaTosa
(0COBEHHO Yy MYXU4MH), a TakXe TPYOHOCTU, CBA3aH-
Hbl€ C ero AMarHoCTUKON 1 Tepanuein, npeacTaBns-
eM cobcTBeEHHOE HabnoaeHue.

MauveHT I., 44 net, obpaTunca K gepmMmaTtoBe-
Heponory amobynaTtopHO-NONNKIAMHNYECKOro OTae-
JNIEHUNS MO JIEHYEHUIO KOXU W MOOKOXHOWM KNeTyaTKu
KpaeBoro KinMHM4ecKkoro KOXHO-BEHEPOJIOrNYECKO-
ro gncnaHcepa c )KaﬂOGaMI/I Ha BbICbINMAaHNA HA KOXe
TYNIOBULLA, BEPXHUX N HUMXKHUX KOHEYHOCTel, He-
3HaAYUTENbHBIN 3y, KOXMW. Bbin rocnutann3npoBaH B
KOXHOE oTaesnieHmne (CTaumoHap aucnaHcepa).

Havano 3aboneBaHnst NAUUEHT HU C YEM He CBS3bl-
Ban. JaHHbI ann3on 601e3Hn SBASNCS NepBbiM. BbiCbl-
naHus NoSBMNNCL 7 oHel Ha3aa. [lepmaTtoBeHeposiorom
Mo MEecTy XMTeNbCTBa Obln YCTAHOBEH AMArHO3: repre-
TndpopMHbIN aepmatut diopuHra. OgHako nabopaTopHO
AMarH03 noaTBep>XaeH He 6bIJ'I — ledeHune naumeHT He
nony4an.

HacnenCcTBEHHOCTb M anneprosiorm4eckuini aHam-
He3 He oTsroLeHsl. Kyput, ynotpebnset ankoronb. U3
NMepeHeceHHbIX B npowioM 3aboneBaHuii oTmedaeTt
OP3, kopb B getcTBe. BeHepuyeckue 3aboneBaHus,
renaTtuTbl, TyOepkynes otpuuaeT. lemoTpaHcdy3nm He
NpoBOAMSIUCH.

ConyTtcTeylowme 3aboneBaHna: apTepuanbHas rm-
nepTeH3nd, XpOHVI'-IeCKI/IVI KaJ'IbeJ'IGSHbIVI XoneuncTut.

O6bekTnBHO. O6LLlee COCTOsHME YAOBNETBOPU-
TenbHoe. TenocnoxeHne npaBunabHoe. JlumdpaTtnye-
CKue y3Nbl He yBennyeHbl, 6e3060/1e3HEeHHbI, KOXa Hap,
HUMU He n3meHeHa. CTyn 1 MoYencrnyckaHne B HOpMe.
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JlokanbHbeln cTatyc. [latonornyeckmin npouecc Ho-
CUT PacnpoCTPAHEHHbBIN XapakTep, NOKanIn3ysiCb Ha KOXe
CMUWHbI, TPYyAW, XUBOTA, Miedy, npeanneyuii, 6enep, aro-
OuL, NaxoBbIX CKNagok, roneHen (puc. 1, 2). Mpeacrtas-
NIeH pacnpoCTPaHEHHbIMW  3PUTEMATO3HLIMKU  Q4aramu
C YeTKUMW rpaHuuamu, Ha GOoHe KOTOpbIX MMEITCs Be-
3uKynbl U nycTynbl pasmepamun 0,2-0,3 cm B anametpe,
CKOHHbIE K reprneTMdOpMHOMY PACMONOXEHNIO U Fpyn-
NUPOBKE, MecTaMu B BuAe Koneu,. B ueHTpe HekoTopbixX
oyaroB MyCTy/lbl BCKPbUIMCb C 06pPa30BaHMEM KOPOK.

Puc. 1. BoneaHb CHegnoHa — YUnKMHCOHa.
BepxHue KOHEYHOCTH

Puc. 2. Bone3Hb CHegaoHa — YUNKMHCOHa.
HwuXHne KoHe4YHoCTn

Cnuaunctble 060/104KM, KOXa BOJIOCUCTOM 4aCTu ro-
NOBbI, NMLUA, NagoHel 1 NoaoLWwB CBOOOAHbLI OT BbIChl-
naHn. CuMnToM HMKONBLCKOrO OTPULATESNbHBIN.
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MaumeHT 661 06CcNefoBaH COrMacHoO AuarHocTuye-
CKOMY aniroputMy cTaumoHapa.

JNabopaTopHble uUccrnenoBaHus, BKoYas obuine
aHannsbl KPOBU, MOYM, DMOXMMUMYECKOE UCCreoBa-
HMe KpoBW OblNN B Npeaenax Hopmbl. B cooepxnmom
ny3blpsi 0OHapy>XeHbl HeNnTpodunbl. Knetkn TuaHka
B Maskax-oTrnedyaTkax OTcyTcTBOoBanu. B cockobe ¢
KOXM NaxoBown obnactu muuennii rpndéa He obHapy-
>KEH.

Takum 06pa3oM, y naumeHTa ObIIN UCKIIOYEHDI
nycTyfneaHblii ncopuas, repneTndopMHbIn AepMaTut
[opuHra, pepmatodpuTtrm, sputemaTosdHas nysbipyar-
Ka, 6one3Hb Xennun — Xenu, uMneTuro repnetudopm-
Hoe.

[aHHble TMCTONOrMyeckoro uccnemoBaHus 6uo-
ntata KpoBu: anngepmmc 6e3 akaHTo3a, OTMevaloTCs
yTOJLWEHME ero POroBoro Cnos 1 napakeparos. B wu-
MOBaTOM CJI0€ — BHYTPU- N BHEKNETOYHbI 0TeK. CNoH-
rmodopmMHbIe NYCTYNbl UMEIOT CyOpPOroBoi xapaktep
pacnonoxeHns (cybkopHeanbHble). OTEK COCOYKOBO-
ro cnosi Koxu. 3akfo4yeHne: KapTuHa cCOOTBEeTCTBYeT
nycTynesdy cybkopHeasibHOMy.

Ha ocHOBaHNW KNNHUYECKOM KapTUHbI U AaHHbIX T1-
CTOJIOTMYECKOro NCCNE0BaHNS YCTAHOBIEH ONATHOS3:
nepmMarto3 cybkOopHeanbHbI nycTyne3Hbln CHeano-
Ha — YWIKNHCOHA.

Ha ¢doHe anetbl 60NbHOMY ObIIN HA3HAYEHbI:
pancoH no 50 mr 2 pasza B geHb (100 mr B cyTkn)
Kypcamm no 5 gHen Cc 3-OHEBHbIM WHTEPBaNOM
(5 kypcoB); aeBuT no 1 kancyne 3 pa3a B A€Hb B
TedyeHne10 pgHen, 3atem no 1 kancyne 2 pasa B
neHb Takke 10 gHel. HapyxXHoe neyeHune Bko4Ya-
N10: KPeM IJIOKOM TOHKMM CJI0OEM Ha MopaXeHHble
y4acTKkm KOXn 1 pasd B CyTKU, KPeM YHHbI, TyLLNPO-
BaHWe o4aroB 1 % BOAHbIM PACTBOPOM METUNEHO-
BOro cuHero. [NepeHOoCMMOCTb NleyeHunsa Obina xo-
powen. Yepe3d 5 Hemenb oTmMevasncs OTYETNMBLIN
KNHn4Yeckun apdekT, a yepes 8 Hedenb — NMOJIHbIN
perpecc BbiCbiNaHWU.

Hapeemcs, 4To NpeacTaBfEeHHbIN KIMHUYECKNA
cry4yan NOMOXeT akKLLEHTMPOBATb BHUMaHMeE Npak-
TUYECKNX OePMaTOBEHEPOIOrOB 1 Bpayen obLuien
NPakTUKN Ha KIWHUYECKYID U mnaTtomMopdosoru-
yeckylo KapTuHy 6one3Hn CHennoHa — YWUIKUH-
COHa u, crnepoBaTenbHO, OyaeT criocobcTBOBaTbL
YCTaHOBJIEHUIO MPaBUILHOIO AunarHos3a, Bbl6opy
TakTUKn nedeHunsi. Cnenyet ocobo OTMETUTb He-
06Xx0QMMOCTb NMPOBEAEHUST MOSIHOLEHHOIO AnNd-
depeHuranbHOro amuarHosa B ciydasix obcne-
noBaHUs 60SIbHOrO C MNOAO03PEeHMEeM Ha AaHHbIN
nepmaros.
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NMPUMEHEHUE SNTAKOTA AAb®PA «OFF LABEL» Y PEBEHKA
C NPOPY3HbLIM A3BEHHbIM KPOBOTEHEHUEM

M. M. PA3UH', B. A. CKOBEAEB?, C. B. UTHATbEBS, A. B. [YAUH?, 3. ¢. CbIPYUH?,

U. N. CYACTAUBLLEBA?, M. A. BATYPOB'
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EPTAKOG ALPHA «OFF LABEL» APPLICATION
IN CHILD WITH PROFUSE ULCER BLEEDING

RAZIN M. P., SKOBELEV V. A.2, IGNAT'EV S. V.3, GULIN A. V.2,
SYRCHIN E. F.2, SCHASTLIVTSEVA I. P.2, BATUROV M. A"

1 Kirov State Medical Academy, Russia

2 Kirov Regional Children’s Clinical Hospital, Russia
3 Kirov Research Institute gematologii and perelivaniya blood, Russia

MpencTtaBneH cny4an ycnewHoro KJInHNYeckoro npuMeHeHus antakora anbda ans oCTaHOBKWU Mpo-
dY3HOro A3BEHHOr0 KPOBOTEYEHMS Yy pebeHka 8 net. NoaobHblie nokazaHus He cHOPMYNMPOBaAHbI B UH-
CTPYKLMM NO NPUMEHEHWNIO 3TOro npenapara, HO AenalT ero LeHHbIM MeTOAO0M reMocTasa B KiMHuYe-

CKOW OeTCKOW NpakTnke KPUTUYECKNX COCTOSHUNA.

KntoyeBbie ciioBa: antakora aanba, 43BEHHOe KpoBoTeYeHune, AeTu

The authors present the case of successful clinical application of eptakog alpha in 8 years old child with
profuse ulcer bleeding. There is no such indication as bleeding in the drug usage specification. Neverthe-
less, eptakog alpha seemed to be especially valuable in the above-mentioned urgent condition.

Key words: eptakog alpha, ulcer bleeding, children

TaHueMm pans Bpada. Ero ogamMHakoBo ona-
CaloTCs U UHTEPHbI, U XUPYPru ¢ 60bLLIUM
ctaxem pabotbl. KpoBoTeueHue nyraet BHe-
3anHOCTbIO MOSIBJIEHUS, MaJsioii NMporHosuvpye-
MOCTbIO U paTanbHOCTbIO A0NYLLEHHbIX B X04e

KpOBOTe'-leHVIe ABISETCA TSXXEeNblM MCHbI-

60pbO6bI ¢ HUM owmnGok. NMepBocTeneHHoe 3Ha-
YeHMe B JiIeYeHUU KPOBOTEYEHUN Yy aetein eB-
ngeTcs remocraTudyeckoe (KoHcepBaTUBHOE U
onepaTtuBHoe) nevyeHue. Ocob6oe BHUMaHUe Npu
OCTaHOBKE KpPOBOTEYEeHus cneayeT yAensdaTb
CBOEBpPEMEHHOM 3amecTutenbHou Tepanuu [1].
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