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TOKCMYECKHH anuaepManbHbii HEKPONU3
KaK BapUaHT TAXENOro nopaXeHua KOXH
npu CUCTEMHOW KPacHOW BONYaHKe

Bopo6besa J1.[1., AceeBa E.A.", Conosbes C.K.,
benoycosa T.A? Jlonatuna H.E.', Caxuna E.I'", Cepukosa I'B.'

[osiroe BpeMsi CUMTAIM, YTO TOKCUYECKUIA anuaepMaibHbiii Hekpoun3 (TOH) — ato Tskeneiiliee nposiBeHUe Jie-
KapcTBeHHO ajuteprun. OnHako B KoHILie 70-X TOI0B MPOILUIOro Beka ObUIM BIEPBbIE OMUCAHbI KOXKHbIC U3MEHEHUS
npu cucteMHol KpacHoi BoyaHke (CKB) B Bune TOH. B HacTosi1iee BpeMsi B aHIJIOSI3bIUHOM JIMTEpaType OIyoIn-
KOBaHbI coobieHust o 30 ciyuasix Takoro nopaxenust mpu CKB. Hamu nipeacraBieHo KIMHAYECKOE HAOTIOIEHE
TOH kak HenocpeacTBeHHOro nposibieHuss CKB; BriepBbie B OT€YeCTBEHHOM KJIMHUYECKOM MTPAKTUKE MPU JaHHOM
COCTOSIHUU OTKCAH MOJIOXKUTEIbHBIN OIMBIT IPUMEHEHUST He TOJIbKO BHYTPUBEHHOTO UMMYHOTJIOOY/IMHA, HO U PUTY-
KcHuMaba ¢ XOpOUIUMM TepaneBTUUYeCKUM 3(DhEKTOM.
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aHT TSKEJIOTO MOpaXKeHMs KOXKU MPU CUCTEMHOI KpacHOi BofyaHke. HayuyHo-nipakTuyeckasi peBMaToJIOrHsl.
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TOXIC EPIDERMAL NECROLYSIS AS A VARIANT
OF SEVERE SKIN LESIONS IN SYSTEMIC LUPUS ERYTHEMATOSUS
Vorobyeva L.D.!, Aseeva E.A.!, Solovyev S.K.!, Belousova T.A.?, Lopatina N.E.!, Sazhina E.G.', Serikova G.V.!

Toxic epidermal necrolysis (TEN) has been long believed to be the most severe manifestation of drug allergy. However,
cutaneous changes as TEN in systemic lupus erythematosus (SLE) were first described in the late 1970s. As of now,
the English-language literature published reports of 30 cases of such lesions in SLE. This paper describes a clinical
case of TEN as a direct manifestation of SLE; the positive experience has been first depicted in using not only intra-
venous immunoglobulin, but also rituximab with a good therapeutic effect in Russian clinical practice.

Keywords: toxic epidermal necrolysis; systemic lupus erythematosus; clinical case; intravenous immunoglobulin; ritux-

imab.
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B cBoeit mpakTMKe Bpady-peBMATOIOT
OYeHb YaCcTO CTAJIIKMBAETCSI ¢ HEOOXOMUMOCTBIO
npoBeneHust TudbepeHINaTbHON TMaTHOCTUKYI
Pa3TUIHBIX TTOpaXkeHU KOXU. JeiicTBUTETbHO,
rcopuas 1 NMCOPUATUUYECKUI apTPUT, CUCTEMHAS
CKJIEPOJEPMUSI, BACKYJIUTHI U CUCTEMHas Kpac-
Has BoavyaHka (CKB) TpeOyloT oT peBMaToj0ra
OMpeAeeHHBIX JAePMaTOJOTUYECKUX 3HAHUIA.
ODHUMU M3 TSDKETBIX 3a00JIeBaHMi, TOTEHIIN-
aJbHO OTACHBIX UISI XXW3HU TallMeHTa JI000TO
Bo3pacTta, sSBIsOTCS cuHApoM  CTUBEH-
ca—/JIxoHcoHa (CAC) m TOKCUYECKUIA SMUIeP-
MasibHbIN Hekposiu3 (TOH), u3BecTHbIil B IUTe-
parype kKak cuHapoMm Jlaitenna. [To HeKOTOpbIM
nanHbeiM, or CIC norubaer 10 5% mnalueHToB,
cpeau 60abHbIX TOH neTanbHOCTh B HEKOTOPbBIX
caydasx Moxet nmocturath 50% [1, 2]. [lo HacTo-
SIEr0 BPEMEHU HET YeTKOro MOHMMAaHMUS, BbI-
CTyNaloT JIM 3TU CUHAPOMBI MPOSIBICHUEM OJI-
HOI 00JIE3HN WM Pa3HbIX MATOJOTMYECKUX CO-
cTosiHui. [lepBbIM ObLT OMUCAH B JUTEpaType
B 1866 1. F. Hebra u coasr. CIC, KOTOpBbIii BHA-
yajie paccCMaTpUBaJICsA KaK KpaifHe TSKeJbIi Ba-
pUaHT MHOTO(OPMHOI 3puTeMBbl, a yepe3 50 et
TIOJTYYUJT CBOE HBIHEIlIHee Ha3BaHwue. [IposiBie-
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Hust TOH BriepBbie u3noxeHsl B padote A. Lyell
(1956), B cBsi3u ¢ yem TOH moayuna Ha3BaHUE
cunapoma Jlaitesna [3]. Jlosiroe Bpemsi cuutanu,
yro TOH — tskeneiiliee nposiBjeHUE JIeKapCT-
BEeHHOU ajiepruu. [1o coBpeMeHHOI HOMEHKJIa-
Type TEPMUHOB, BbIIICHA3BAHHbBIE CHHIPOMbI
O0OBEAMHSIIOTCS B OOLIYI0 HO30JOTMI0, M3BECT-
HyI0 B JIUTEpaType IOl Ha3BaHUEM <«CUHIPOM
CruBeHca—/I>)KOHCOHA — TOKCUYECKHUIA SMUIEP-
ManbHBI Hekpous» (CAC—TDH) [4]. OcHoBo-
TMOJIaraloIMii KPpUTEPUA COBPEMEHHON KJIaCCHU-
dukarmuun CAC—TOH — pasmMep miomaam or-
CJIOGHUSI SMUAEPMUCA 10 OTHOIICHUIO K O0TIIeit
TIOBEPXHOCTH KOXMU TallMeHTa (B TIPOIIEHTaX).
COOTBETCTBEHHO BBIICISIIOT TPpU (HOPMBI (KITH-
HUYEeCKUX BapuaHTa) 3aboneBanus: 1) CIC
(vm manast popma TOH) — orcioitka 1-10%
aMUepMuUca ¢ PEUMYIIECTBEHHbBIM MOPaXKeH!-
€M BepXHUX U HUXKHUX KOHEUHOCTEl; 2) mpomMe-
KyTouHas (opma, uam overlap, — oTcioiika
snuaepmuca 3axparbiBaeT 10—30% moBepXHOCTH
koxu; 3) TOH — orcioiika smunepmuca >30%
MOBEPXHOCTU KOXMU (TOpakeHWe TYJIOBUIIA,
BEPXHUX W HUXKHUX KOHEUYHOCTEW M CIU3UCTBIX
obosiouex) [5].
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ITpoBouupytomumu pakropamu pazsutus CIAC—TOH
SIBTISTIOTCST MH(PEKIIUW, JIEKAPCTBEHHBIE CPENICTBA, 37I0KAYECT-
BEeHHbIE 3a00JieBaHUSI, HEYCTAHOBJICHHBIE (DAKTOPHI (MIUO-
natnueckuit CJC—TOH). Cpenu nHGEKIIMOHHBIX BO30y -
TeJiell TUIAUPYIOT BUPYCHI: BUpyc npoctoro repreca [ u Il Tu-
nos, aneHoBupyc, Bupyc Kokcaku B5, ECHO-Bupychl, aHTE-
pOBUpYCHI, BUpyc DniureiiHa—bapp, Bupycel renaruta A u B,
KOpH, BETPSTHOW OCIIbI, TPMIIA, MapoTHUTa, MOJUOBUPYC.
W3 OGakrepuii Haumbosblee 3HaYeHUE MMEOT Mycoplasma
pneumoniae, IPOTEi, CaibMOHEJIA, TyOepKye3Hasl naaoy-
Ka, BO30yauTe b TMCUTTAKO3a, TYJISIpEMUM, TOHOKOKK, Opy-
1ejia, MEPCUHUS, MUKPOTPUOBI (BO3OYAUTEIN KOKIIUIUO-
UIOMUKO3a, AepMaToduTO3a, TUCTOIUIA3M03a), BO3MOXKHO
TakXke yJyacTue HEKOTOPBIX MpocTeiiux. B ocHoBe pa3sutus
WHAYIIMPOBAHHOTO JIeKapCTBEHHBIMU cpelncTBamMu
CAC—TBH nexutr mpuMeHeHUWE aHTUOAKTEPUATbHBIX
CpEeNCTB, MpeX/e BCEero aHTUOUOTUKOB ((PTOPXMHOJOHBI,
MEHUUMUTMHBI, MaKpOJUIbl, XJopaM(@PeHUKO) U cyabda-
HWIAMUIOB (KOTPUMOKCA301), HEeCTEPOUIHBIX TPOTUBOBOC-
nanutenabHbix npenapatoB (HITBIT; udbynpodeH, nugomera-
LWH, MUPOKCHKAM, aleTUJICATULIMIOBAsT KUCIO0Ta), MPOTHU-
BOCYJIOPOXKHBIX cpelacTB (eHoOapOuTan, KapOama3eluH,
BaJIbIIpOEBasl KUCJI0Ta), ajulonypuHosa. Penko mpuumHom
MOXET OBITh MCIOJIb30BAHUE MECTHBIX U CUCTEMHBIX (OpM
rmokokoptkounos (I'K) [6—8].

IMTatorenes TOH ocTaeTcss BO MHOIOM HESCHBIM.
[Mpenmonaraercsi, 4To MOBpeXaeHUE TKaHedl OOYCIOBIEHO
pa3BUTHEM UMMYHOKOMIUIEKCHBIX PeaKIUii TUTIEPUyBCTBU-
teabHocTU 11l Tuma ¢ yyactuem nurorokcuyeckux CD8+
T-numdbouuToB, NpoayuUUpYyOIIUX O0JbIIOE KOJUYECTBO
MMPOBOCTAIIMTEIBHBIX MEIMATOPOB, YTO MIPUBOIUT K AITOINTO-
3y KEpaTUHOUUTOB, 00pa30BaHUIO Oy U SMUIAEPMATbHOMY
Hekposausy [9].

Knununueckun CIAC—TOH xapakrepusyercst Oyie3HbIM
MOpaXXeHUeM KOXU U CIU3UCTBIX 00OJOUEK C OTCIOEHUEM
anuaepMrca u 00pa3oBaHUEM OOIIMPHBIX IPO3UIA B pe3yibTa-
Te BCKPBITUSI U CIUSHUS Ty3bIpeil. Byie3Hbie BbIChIMaHUs
Ha KOXXe OOBIYHO COUETAIOTCSI C 9PUTEMATO3HBIMU U TeMOppa-
ruyeckuMu nsaTHamu. [lpewMylecTBeHHasT JIOKaau3aius
KOXHOTO TIpoliecca — TYJIOBUIIE 1 JII0. BoBieueHue B maTo-
JIOTUYECKHUI MPOLIecC CIAUZUCTHIX 000JI04EK ¢ 00pa3oBaHUEM
OTHOM MJIM HECKOJIbKUX 3PO3Uil — 00s3aTeNbHBIN MPU3HAK
CIAC—-TOH. dng CCA-TOH He xapakTepHBbI XKayo0bl Ha 3y/1.
OcHoBHasl Xano0a, KOTOPYIO MPeIbsBISIOT MALMEHTHl B Te-
pyo pasrapa 00JIe3HU, — FreHepaJiM30BaHHasi 00Jib, aCCOLUU -
poBaHHasi ¢ BbIchinaHusiMu. Yepe3 oO1IMpHBIE OYeHb 00JIe3-
HEHHbIE 9PO3UBHbIE TTOBEPXHOCTU MPOTIOTEBAET OOJIbIIIOE KO-
JIMYECTBO XUAKOCTH. Y B3pocsioro namueHra ¢ TOH B mepByo
Heneno 3a00J71eBaHUsSI TIOTEPU BOMABI Yepe3 IMOBPEXICHHYIO
KOXy cocTaBisiioT 2—4 11 B cyTku. Hekpo3 smunepmuca c mo-
CJIEIYIOIUM OTCJIOEHUEeM ero OT AepMBbl — MaTOTHOMOHMY-
uoeiii ipuzHak TOH. s TOH xapaktepeH MOJ0XUTETbHBIN
cumnrtoM (peHomeH) Hukosnbckoro: a) npu noTAruBaHUU 3a
OOPBIBOK IMTOKPBIIIKY TTY3bIPST SMUAEPMUC OTCITANBACTCST TaxKe
Ha BHEITHE HEM3MEHEHHOM KOXe PSIIOM C ITy3bipeM; 0) Tpu
CKOJIB3SILLIEM HAaBJIMBAHUM HA KOXY JIETKO MPOUCXOAUT OT-
CJI0€HUE 3MuAepMuca OT Mojuiexalieil MToOBepXHOCTU. DIu-
NIEPMUC OTCIAUBAETCS axe MPU TPEHUU TaIbLEM 310POBBIX
Ha BUJ y4aCTKOB KOXH, PACTIONOXEHHBIX KaK MEXIy My3bIpsi-
MU WY DPO3USIMU, TaK U BAAJIU OT OYaroB rmopaxeHusi. B ma-
TOJIOTMYECKUIA TPOIECC BOBJIEKAIOTCSI CIN3UCThIE 0OOIOUKU.
Oco0eHHO CTpamaloT IbIXaTeabHask CUCTEMA, KEeTyTOUHO-KH-
LIEYHBIN TPAKT U MOYETIONOBAsl cucTeMa. DPOo3UBHOE TOpa-
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JKEHUE CIM3MCTBIX 000J0UEK YacTO TPEAIIeCTBYET SIUACP-
MaJIbHOMY Hekposm3y. 3a 1—3 mHs 1o MaHudecTalnuu KoX-
HBIX TTOBPEXKIECHUI MOpaxkaeTcsl KOHbIOHKTHBA TJ1a3. Bo3Hu-
KaloT U3bI3BJICHUS CIU3UCTON 000JIOYKH MOJIOCTH pTa, HOCA,
TJIOTKY, Tpaxeu, OPOHXOB, B CBS3U C YeM MAIIUEHTHI C TPYIIOM
OTKPBIBAIOT POT M HE B COCTOSTHUU TIPUHUMATD MUY U MTUTh
Bomy. [1pu ToTaTbHOM TOPaKEHWU Pa3BUBACTCS SI3BEHHO-HE-
KPOTUYECKHUI cTOMATUT. [YObl OTEUHBI, TOKPBITHI TEMOpparu-
YEeCKMMU KOPOUYKaMH, Ha MECTE BCKPBIBIIMXCS IMy3bIpeil —
00JIe3HEHHbIE KPOBOTOYAIIIME 3PO3UU C CEPOBATO-O0EIBIMU
MOJIOCKAMU HEKPOTU3MPOBAHHOTO anuTeausi. MoryT Ha00-
JAaThCS TAaKXKe 3PO3MU CAMBUCTBIX 000JI0YEK Biarajuiia, ype-
Tphl, anyca. [1pu TOH 00bdHO MpeobagaeT mopaxkeHue Ko-
KM, OITHAKO BO3MOXHBI TTyOOKHE SI3BEHHO-HEKPOTUUYECKHE
W3MEHEHUs U OTCIIOCHUE CIIM3NUCTHIX 000I0YEK TOPTaHU, TPpa-
Xeu, OPOHXOB, KeTYI0YHO-KHUIIIEYHOTO TPAKTa, MOYEBOTO My~
3bIpsI, ypeTphl. TyOYISIpHBINT HEKPO3 TPUBOANT K Pa3BUTHIO
oCTpoil moyeyHoi HepoctatouHocTU. Hepenko HabnonatoTes
BBIMAJCHUE BOJIOC, PECHUIL U OpOBEil, OTXOXIEHNE HOTTEBBIX
IUIACTMHOK Ha KUCTSX U cTomnax. B cBs3u ¢ 00OLIMPHOCTHIO MO~
paxkeHUs KOXXHOTro MOKpOBa M yTpaToil 3allMTHON (PYHKLIMKU
KOXHU U CIM3UCTBIX 000J0YeK HEeU30eKHbl MHGMEKIIMOHHBIC
OCJIOXXKHEHUs, Haubosiee YacToe M3 HUX — Pa3BUTUE MTHEBMO-
Hun. CaMble YacTble TPUUMUHBI JIETATbHBIX UCXOI0B: 00€3B0O-
JKMBaHUE, BOIHO-3JICKTPOJIUTHBIC HApYIIEHUSI, CUHIPOM
IMCCEMUHUPOBAHHOIO BHYTPUCOCYIUCTOTO CBEPTBIBAHUS,
cencuc [10, 11].

Koxnsie mposiienus: mpu CKB B Bune TOH omuca-
HbI B KoHIIe 70-x ronoB npouwioro Beka. B 1981 . J. Gilliam
u R. Sontheimer [12, 13] BHeciu AaHHBIA BUI HEKPOIMU3a
B KjJacCU(MUKALMIO OCTPON KOXHOWM KpacHON BOJIYAHKHU.
C 2012 r. on BHeceH B auarHoctuueckue kpurepun CKB
SLICC 2012 r. [Tpu CKB TOH ciyXuT HernocpeacTBeHHbIM
MpOsIBJICHUEM JaHHOTO 3a00JIeBaHUs, BOBHUKACT Ha MHUKE BbI-
COKOM MMMYHOJIOTUYECOM aKTUBHOCTU, ACCOLIMUPOBAH C BbI-
COKMMM THUTpaMU aHTHHYKJIeapHOro akTopa, aHTHUTEN
K Ro/SSA u Hepenko conmpoBoXIaeTCsl TMOBBIIIICHUEM YPOBHS
peBMaTonaHOro (hakTopa. B 3apydekHOI TUTepaType OnmrucaHo
okoJ10 30 cirygaeB TaHHOTO MTOPAKEHUST KOXU.

[MpuBoaum onucanue 601pHOTO CKB € 001MPHBIM TT0-
paxkeHWeM KOXHBIX TTOKPOBOB M CIM3UCTBIX 00JI0YEK B BUIE
TOH, cnyxaiiero nposiBIeHUEM OCTPOro reHepaIu30BaHHO-
ro HEKPOTUYECKOro KOXHOTO-CJIU3UCTOr0 CUHApPOMa IpU
octpoit CKB.

Hayuenm M., 20 1em, no HayUOHANLHOCMU UbleAH, 20CNU~-
manusuposan 6 cmayuonap OIbHY HUUP um. B.A. Hacono-
6oii 22.03.17. Ha momenm nocmynaenus co6op anamne3a 6via 3a-
mMpyOHeH, MaK KaK NAyueHm He Mo2 2060pUMb 3a CHem 6blpa-
JHCeHH020 6016020 CUHOPOMA, CEAZAHHO20 C A36CHHbIM NOPANCEe-
HUuem cau3ucmoti 060104KU POMOBoil nosocmu, 2y0 u noCmosiH-
Hoeo caioHomeyenus. [loamomy xcanrobel u anamues 3abonresanus
Ha MOMeHm NOCMYNAeHUsl OblaU cOOPaHsl co €108 Mamepu u opa-
ma nayuenma.

Jlebrom 3abonesanus ¢ konya Hosops 2016 e., kozda nosgu-
AUCh 601U 8 CYCMABAX U MblUYAX, AUXOPAOKa, 604b 8 2opae, Ka-
wenv. B noaukaunuke no mecmy xcumenvcmea 6 2. bpsncie ovin
nocmaenen OuazHo3: 0Cmpas pecnupamopHas eUpPycHas UHpex-
yus, mpaxeum, no N0B00Y He20 HA3ZHAYEHbl MYKOAUMUKU,
HIIBII — 6e3 aghgpekma. Y nayuenma coxpansiuce auxopaoxa
do 38,5—39,0 °C, 6046 6 mvuyax u cycmasax. C sueaps 2017 e.
NOABUACA APMPUM CYCMABO8 KUCMEl, KOACHHbIX U N0KMeebiX
cycmaeos. llpu eocnumanusayuu 6 mepanegmutieckoe omoene-
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Hue OoavHUybl 2. bpsncka ommeuanrocs CHUNCEHUe YPOGHS
eemoenobuna do 72 e/a, aeiikouumog do 3,6 « 10°/2, COD —
54 mm/4, 6 o6wem anaauze mouu beaox 1,65 e/a, aelikoyumos
8§—10 6 noae 3penusn. Cymounas npomeunypus 1,32 e. Ilo dan-
HbIM UMMYHON02U4eCK020 ananuza kpoeu: anmumena Kk JHK
(alHK) >240 ME/ma, AH® — 1:10240. Ilo dannvim uncmpy-
MEHMAanbHbIX Memo0d08 00caedosaHnus: 3XoKapouoepagus
(9x0KI) — pacwupenv: nesvie omdenvt cepdua, cHuiceHa 2n0-
banvHas cokpamumenvHas cnoCOOHOCMb MUOKAPOA, 2Unepmpo-
us cmeHok 1e6020 Jceaydouka, 6 NoA0CMU nepuxKapoa Heboawb-
uioe Koauuecmeo JHCUOKOCMU, MUMPAAbHAS peeypeumauus
1—2-ii cmenenu, mpukycnudanvHas peeypeumayus 1—2-ii cme-
nenu, neeouHas eunepmensus. Penmeenoepaghus opearnoe epyo-
Hoti kaemku (OFK) — 6e3 namonoeuu, Komnviomepras momo-
epagus OTK — 6e3 ouaeoeoil namoaozuu, 8U3YAAUUPYHOMC
MHOJICECMBeHHble AuMPamuyecKue y3avl (noomblueutbie, cpe-
docmenus, 3a6plouwlUHHbIE), HO HOPMAAbHLIX pasmepos. Ha oc-
HOBAHUU NPOBEOCHHO20 UCCAe008AHUS 8 MEPANEGMUUECKOM OM -
denenuu 60abHUYbL OblA nocmasner caedyrouuil duaernosz: CKB,
ocmpoe meueHue, 2-1 cmenenb AKMUBHOCMU — NOAUHEUPONa-
mus, ROAUAPMPOMUALUU, AHEMUS, AeliIKoneHus, Hedhponamus,
Muoxkapouoducmpogpus, eudponepukapo, aumpadeHonamus,
oCcmpblil MOKCUYECKULl 2enamum ¢ He3HAYUMEAbHbIM YUMOoAU-
30m Oe3 xoaecmasa, xpoHuueckuii gapureum. bvin HaznaueH
npednuzonon 40 me/cym, eudpokcuxaopoxut (003a Heuszgecm-
Ha), eumamunvl Bg u B, nenmorxcuguisun u peonosueniokun
GHYMPUBEHHO (8/8) KANEAbHO, OMENnpa3on, Kcepokam, gherosze-
nam. Ha ghone newenus ommeuanace nonodcumenvras OUHamu-
Ka 6 eude HOpMAAU3AuuU memMnepamypul, yMeHvluienus 0oneii
6 cycmaeax, 6 c6sA3u ¢ 4eM NAyueHm Obia GbINUCAH OOMOIL.
Ilocae svtnucku ¢ 22.02.17 npodoaxcanr npuem npedHu3040Ha
40 me/cym, HO coxpaHAaucb 60au 6 HO2aX, OHeMeHeHUe, Oblio
mpyoHo U 60AbHO X0OUMb, 8 C8A3U C YeM NAUUEeHM NPUHUMAN
napayemamon, KceqpoKam, MenoKCuKam, Haus (003wl Heuzgecm-
uot). C 10 mapma nayuenm camocmosmenbHo CHU3UA 003y npeo-
HUu30n0Ha 00 35 me/cym. C 12 mapma 60300H08UNACH AUXOPAOKA
do 38 °C; 14— 15 mapma noseuauce nepavie 8blCblNAHUS 6 NOAO-
cmu pma, ¢ NOCMeneHHsIM PACAPOCMPAHeHuemM Ha 2y0bl, AULo,
VUL, 80N0CUCIMYIO YACMb 20108bl U Odee HA CHUHY, eDYOHYIO
KAemKY, nae4u U noA08ble 0P2anbl Ha (POHe COXPaHAlowelica AU-
xopaoxku do 38—39 °C. U3 bpswncka 6oavHoit omnpaénier 6 Mo-
cK8y Ha mMauiure cKopoii nomowu. locnumanu3uposar ¢ npuema
22.03.17. Ilpu nocmynaenuu cocmosiHue Kpaiine msoicenoe u3-
30 8bIPANCEHHO20 KOJCHO20 cuHdpoma ¢ aerenusmu TOH (nopa-
dceHue KOdCU MyA08UUA, MUY, 80A0CUCMOI HACIU 20108bl, KO-
HeuHocmeil — 00blle BePXHUX), MACCUBHO20 NOPAIICEHUS. CAU3U-
cmbix 000404eK (nayueHm He Moe 2080pUMb, 2A0MAMb 34 CHem
cmomamuma, S136eHHO-HEKPOMUUECK020
enoccuma, euHeusuma, Xeuauma, 6bl-
ABUAUCH 3a€0bl), OMMEHANUC O0AU 8 HO-
2ax u omcymcmeue 4yecmeumenbHoCmu
3a cuem noaureiiponamuu (He moe 6cma-
6amv, x00umv, nepedsu2aics ¢ NOCMO-
POHHell NOMOWbl0 HA Kamanke), AUXO-
padka do 38—39 °C.

Ilpu ocmompe: nayuenm noHu-
JCEHH020 NUMAHUSL, OMeK08 Hem, KOC-
Hble NOKPOBbl U 8UOUMblE CAUZUCHIbIE
obonouku baednvie. Ha rxoxce auya, 6o-
Aocucmoil uacmu 20408bl, 2y0, YUIHbIX
DaKoBuUH, uieu, nepeoHeil NOBepxXHOCmu
epyoHoll KaemKu (6epxHue omoenvl),
CHUHbL, NAeY — S36EHHO-HEKPOMUYECKUe
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Oehekmol, Mmecmamu NOKpvimble NAOMHbIMU KOPKaMU (nopadice-
HUe NOBEPXHOCMHOE — YPOBeHb 0epMbL), HA MOUOHKE U NOA0BOM
YjneHe — yHacmKu nopaicerus 6 sude 00804bHO 0OULUPHBIX IPO-
3ull. Xetiaum ¢ omexom KpacHoll Katmovl 2y0, 536amu U KOPOUKa-
mu, apozuu 6 yenax pma. Ilpu ocmompe 3eea (ocmomp 6vin 3a-
mMpyOHeH, MaK KAk pom NOAHOCMbIO He OMKPbI8A, A3bIK BblCY-
HYMb NOAHOCMBIO He MOe U3-3a 004U) OMMe4anruco MHOMCeCH -
BEHHble IPO3ULU HA CAU3UCMOU 00010uKe npeddeepus pma, dec-
Hax, 60K0BbIX NOBEPXHOCMAX WeK. Dpo3uu, omeK u eunepemus
no Kkparo azvika. Ommeuaemces aroneyus Ha 80A0CUCMOL Hacmu
2onoevl. He enomaem u npakmuuecku He 2ogopum u3-3a 004u;
ommeuaemcs caroHomeyerue (puc. 1). Tunompogus mviuy Ko-
Heunocmell. boaesnenocms npu nassnayuu KoaeHHuIX, naeye-
8bIX, NOKMEBbIX CYCMABOE U MEAKUX cycmaegos kucmeil. [Ipu-
nYXA0CcmU npU OCMOMpe CyCmagos He OMme4anocs. JJeuiceHus
6 HUX 6 noaHom obseme. CenaxceHHOCMb QU3UOA02UMECKUX U3-
2ub08 No360HOYHUKA, NAOCKOCMONUe. YKopouernue nepkymop-
H020 36YKa HUMICe NONAMKU cAe6d U cnpasa (Huxice Ha 00HO peo-
po). Hao eécemu noasmu dvixanue eezukyssiproe, ocaabieHHoe
8 HUJICHe3A0HUX 0MOeAax ¢ 00eux cmopoH. Xpunvl He 8blCAYULU-
saromesi. Ipanuysl cepoya pacuupersl 61€60, MOHbL npuAyulLe-
HblL, pummuunsl. Apmepuanvroe dasaenue (A) 120/80 mm pm.
cm., uucao cepoeunvix cokpauwenuii (4CC) — 96 6 munymy,
NYALC PUMMUYHBLIL, HCUGOM MSACKULL U 6e300.1e3HeHHbLL, Nalbna-
yus 3ampyoHena (004bHOU Obll OCMOMPEH CUOsL, NOCKOAbKY He
MO2 /1e4b U3-3a NOPANCeHUS KOdcU chunbl). Kiunuvecku — cum-
0pom ROAUHeUponamuu, 2unepecmesuss KONCHbIX NOKPOB08
(6oavue — HuxCcHuXx Koneurnocmeti). Ilpu nabopamopuom obcae-
dosanuu: COD — 43 mm/u, eemoenobun — 81 2/n, aeiikouumo: —
5,2 « 10°/a, kpeamunun — 143 e/a, a-amurasa — 83 Ed/n, ka-
auit — 4,5 mmonav/a, C-peakmusnuviii 6enok — 27,9 me/oa,
allHK>300 ME/ma, anmunyxaeapnotii ¢pakmop (AH®) —
1/640, anmumena xk Sm (aSm) — 71,9, C3 — 0,57 ¢/a. B o6uem
aHaauze mouu 6enok — 0,3 e/n, 6 anasuze mouu no Heuunopen-
KO @blaeaeHbl apumpoyumst 68 moic/ma. Koncysomuposan nee-
DOA02OM: CEHCOMOMOPHAS NOAUHEUPOnamus, 0epmamonoeom
U umMmyHonroeamu — noomeepicoern TOH.

Ha momenm eochumanuzayuu uHOeKc aKmueHocmu
SLEDAI-2K cocmaeéasem 38 6aninos, unoexkc nospeicoenus
(UIl SLICC=0) npu nocmynaienuu He @visigaeH. Juaenos Ovin
cpopmyauposan caedyiowum oopazom: CKB, ocmpoeo no Haua-
Ay meveHus, akmusrnocms evicoxas (SLEDAI=38) ¢ nopadce-
Huem xoxcu (TOH, ougpgpysnasa aroneyus), cocydos (a36ennoe
nopasicenue Kojcu AUYa, YUHbIX PAKOGUH, 80A0CUCMOI Hacmu
20408vbl), causucmolx obosouex (TOH, a3eéennviii cmomamum,
enoccum, xetaum, 33o0pasum), cycmasos u muiuiy (Heaposues-
Hblil apmpum 8 aHamHese, NOAUAPMPAneUU U NOAUMUANSUU, MU~

Puc. 1. CocTosHME KOXKHbIX MOKPOBOB U CAN3UCTLIX 0605104eK nauueHTa M. npu nocTynneHun
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o3um), novek (8014aHouHbLI Heghpum), nepughepuueckoil Hepe-
HOU cucmembl (OUCMAAbHAA CMEUAHHAS CUMMEMPUYHAS NOAU-
Hellponamus), @bICOKAS UMMYHOAOUUECKAS AKMUBHOCMb
(a/lHK, aSm, eunokomniemenmemusi, npamas peakuus Kymoca
nosumuenas), anemus, AH®O-Hep2-mecm — noaoycumenvublii.
Ocnoxchenus: cmepoudo3asucumocmp, CMepoOUOHblil CaxXapHblil
duabem, cyoxomnencayus. Conymcmeyrujue 3a001e6aHUA:
deycmoponuss nueemonus om 10.04.17, creéa — nudicrhedone-
6as naeseponHesmMonusi (KpynosHas), cnpaea — 04azo8ds npu-
KopHesas 6 ceemenme S10.

Ilpunumas 60 eHuMaHUe O4eHb BbICOKVIO AKMUBHOCMb
CKB, saszeenno-Hexpomuueckuil 6acKyaum, NOPAdNCeHUe NOYEK
U nepugpepu1eckoil HepeHoll CUCMEMbl U HeBO3MOICHOCHb HA3HA~
YeHUs YUMOCMAMUKO8 U3-3a PACNPOCMPAHEHHO20 KONCHO-CAU-
3UCMO20 CUHOPOMA C OOUUPHBIMU PAHEEbIMU NOBEPXHOCMAMU P~
KOMEHO08AHO NO HCUBHEHHbIM NOKA3AHUAM NposedeHue nynsc-
mepanuu evicokumu dozamu 'K ¢ nocaedyrowum naznavenuem
pumykcumada 1000 me, npogedenue cumnmomamu4eckol mepa-
nuu ¢ Koppekuyuet 31eKmposumHbX U 6eAK08bIX HapYyuleHuil, Ky-
nupogatue 6016020 cUHOpoma 6/8, MecmHoe NeveHue CAU3lU-

Puc. 2. CocTosHME KOXHbIX MOKPOBOB 1 CAU3NCTLIX 060M04eK nauueHTa M. yepes 4 Hep,

a 14, 6 350
121 300 |
= 104 S 2501
Sog ™ 2 200
o 064 x 150 {
S 04 c3 =100 |
0.2 1 50 |
0,0 0

cmbix 000404€eK U KOXNCU, HA3HAUEHUe aHMUOUOMUKO08, GHYMPU-
6eHH020 ummyHoenrobyauna (BBHUI), eudpokcuxsopoxuna, na-
DEHmepanbHo20 nUmManus (MaxK KaK NAyueHm He MOJCcem ecnb
U3-3a MACCUBHO20 NOPANCEHUS CAUBUCMbIX 000404eK U 060AU NpU
enomanuu). foza 'K 6 mabaemuposannoii ghopme ocmasrena
npexctss. Jlewenue 6110 nposedeno 6 credyiouem obseme: me-
munped 32 me/cym, ¢ 21.04.17 — npednuzonon 40 me/cym,
nyavc-mepanusi: coaymeopon (cymmapuas dosa 5365,5 me) u de-
Kcamemason (cymmapuas 0oza 372 me), euOpoOKCUXAOPOXUH —
400 me/cym, pumykcumab 1000 me 8/6 d6axncdvi ¢ unmepearom
6 2 Hed, BBUI' — ecabpuenobun 5 e u umbuoerobyaun 12,5 e, npo-
mueoepubkosas mepanus gaykonazonom 150 me/cym 6 meuernue
21 0us, spumpoyumapuas macca — 2 doswt. C yeavro 06e3001u-
8aHUs1 — NPomMedon 8/6, mpamadon /8 u é mabremkax. /s 06-
DAGOMKU NOPANICEHHBIX YHACMKO08 KOJCU U CAUSUCIBIX 000104eK
UCNONBL308ANUCH: XA0P2EKCUOUH, MUPAMUCMUH, KAHOUO, Mempo-
eun, noavkopmonon TC aspo3ons, mpudepm, apkoeon, denanme-
HOA, BOCKONPAH ¢ MEMUNAYPAUULOM.

Yepes 4 ned om Hauanra AeveHus ommeuanacs NOAHAS INU-
meau3ayus KOJCHbIX NOKPOBO8 U CAU3UCMbBIX 000404eK (puc. 2)
SHauumenvHo cHu3UAGC, UMMYHOAORUUE-
cKas aKmueHOCMb U HOPMAAU3084ACS
VPOBeHb KOMNOHEHMO8 KOMNAeMeHmAa
(puc. 3)

[lpu vinucke undekc akmueHocmu
SLEDAI-2K cocmaensnn 20 6annos, oona-
KO K 3MOMYy MOMEHmMY y NauueHma ume-
aucb  opeaHuwvie nogpexcoenus (HUI
SLICC = 1) 3a cuem pazsumus cmepouo-
HO020 caxapHoeo duabema.

[layuenm 6vi1 nosmopHo eochuma-
AUZUPOBAH 8 OIbHY  HUHUP
um. B.A. Haconosoii uepez 6 mec.
Ha O6biwux yuwacmkax nopasiceHHulx
KOJICHBIX NOKPOB08 OmMmeuaemcs: eunep-
nuemenmayus (puc. 4). B meuenue nocaeo-
Heeo épemeHU NoAYyHa MoAbKo Memunpeo
14,5 me/cym. Ilo dannoim nabopamopubix
uccaedosanuii odopauiaem Ha ceds 6HUMA-
Hue coxpauerue eemamypuu. B ummyno-
N02UMECKOM AHAAU3e KPOBU COXPAHAEMCs
Heboavuioe nogviueHue mumpos AHD
(1/640). /o3y memunpeda pexomendosa-
HO CHUJICamb nocmeneHHo 00 8 me/cym
U NpUCOeOUHUMb, YHUMbIBAs COXPAHEHUe

23.03.17 31.03.17 18.04.17 19.04.17‘ 23.03.17

Puc. 3. [lnHamuka MMMyHONOrMYECKIUX NoKasatesieil Ha poHe nedveHus. a — C3- n C4-komno-

HEHTbI KoMnnemeHTa; 6 — afiHK

31.03.17

eemMamypuu 6 pamKax alonyc-Hegpuma,
muxogpenonama mogpemun 2 e/cym. Hn-
dexc akmuenocmu SLEDAI-2K cocmas-
a1 4 6anna.

18.04.17 19.0417

Puc. 4. CoCTOAHME KOXHbIX MOKPOBOB U CIIM3UCTBIX 0605104eK nauuenTa M. yepes 6 mec
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[lepBoie ynmomuHanust TOH kak nposienenuss CKB B aH-
TJIOSI3BIYHON JUTepatype BcTpewatoTcst B 1977 T [14, 15].
C 1984 1. mpu onrcaHNM KIIMHUYECKUX CITy4aeB aBTOPBI OTIpe-
nensin CKB, Hapsimy ¢ JekapcTBeHHBIMU Tiperiapatamu (de-
HUTOWH, TeTPAIIMKIINH), KaK 3TUOJOTUIECKUi KohaKTop pas-
putust TOH [16, 17]. B 1987 r. TOH 6bu1 BriepBbIe OIMKCaH KakK
CaMOCTOSITeNIbHBIN BapuaHT TeuyeHuss CKB, mipu 3ToM y marm-
€HTa OTMeYaJCh HU3KUII YPOBEHb KOMILUIEMEHTA U TTOJIOXKM-
TeJbHBIN BoTYaHOUYHBIHM TecT (lupus band test) mpu ucciaenoBa-
HUU KOXU C TTOMOLIBIO peakliK HEeMpsIMOit UMMYyHoOdII00pec-
ueniuu (HPU®D) koxu [18].

TOH pasBuBaetcs B pe3yJibTaTe HAKOTUIEHUSI UMMYHHO-
ro peareHTa Ha 0a3ajJibHOI MeMOpaHe KOXU WIM JIepMaTbHOTO
Backynuta. [Ipu CKB manHoe mopaxkeHHWe KOXH OTHOCUTCS
K TPYIIIIe OCTPHIX CHHAPOMOB aTllONITOTUYECKOTO TTaHAUIEP-
momm3a (Acute Syndrome of Apoptotic Pan-Epidermolysis —
ASAP), KoTopble XapaKTepU3YIOTCS OCTPbIM W MaCCUBHBIM
pacluieryieHueM 3MuAepMuca B pesysibrare aroNTOTHYECKOTO
TMOpaXeH!s SMUAePMaTbHBIX Oa3albHBIX KiIeToK. K maHHOI
TPYIIIe TaKXKe OTHOCSATCS TaKKhe 3a00JIeBaHMsI, aCCOIMMPOBaH-
Hble ¢ TOH, Kak 00Jie3Hb «TpaHCIUIAHTAT MTPOTUB XO3SIUHA»,
ncepnonopdupusi, BUY-undexkuusa [19—21]. Tlpu sTtom
W. Ting u coaBt. [20] oTMeuaoT, YTO MOpaxkeHUe CAUZUCTBIX
obosouek B ciryyae TOH nmpu CKB npoTekatoT ropasno jerue,
YeM TIpU «KJTACCMYECKOM» JIEKapCTBEHHO-MHAYLIMPOBAHHOM
TOH. TOH mpu CKB yacTo Bo3HMKaeT Ha yJ4acTKax, OOJIbIIe
BCeX TONBEPTIINXCS YIbTpadroseToBoMy obmydeHnio. Takke
mareHTs! ¢ CKB mpu maHHOM mopaskeHUM KOXKHBIX TIOKPOBOB
W CIM3UCTBIX O0OJIOUEK WMMEIOT BBICOKWMII YPOBEHb aHTUTEN
Kk Ro, La u THK. Kpome Toro, 10cTaTOYHO 4acTo MOpakKeHUe
KOXU COYETAETCS C JIIOMyC-He(PUTOM, TTOJIMAPTPUTOM U CepO-
3utamu [23].

st moarBepxxaeHust Haauuust TOH B pamkax CKB no-
Ka3zaHO McclieqoBaHUe Ouornrarta Koxu ¢ nomoinsio HPUO®.
Hns TOH xapakrepeH 0a3ajbHbIi HEKpO3 B 3MUIAECPMUCE
U TIPEUMYILECTBEHHO JTUMGMOTMCTUOUUTAPHBIN WHOUIBTpAT
B nepme. [1pn nMMyHODITI0OOpECIIEHTHON MUKPOCKOTIUY BBISIB-
JISIETCST CBEUEHMEe B 00J1aCTH IEPMO-3TUIEPMATEHOTO CTHIKA 32
cyeT omtoxeHus1 nerno3utoB IgG3 m KoMITIeMeHTa, a Takke
BBISIBIISTIOTCS ayToaHTUTena. OMHAKO 3TH M3MEHEHUST He00X0-
Mo nuddepeHIMpoBaTh ¢ repreTUOOPMHBIM IepPMaTUTOM
[iopuHra, neM@urycomM, MHOroOpMHOI 9pUTEMOIA, C OyJIIe3-
HBIM 3TUAEPMOJIN30M (0OHAPYKMBAIOTCSI MEMOpaHHBbIE aHTH-
TeJa K KoJyiiareHy 7-ro turna) [23, 24]. I1pu nepmarute JdropuH-
ra OMNpenessiioTcsl Cy0anuIepMaabHOE PACIIONIOXEHUE My3bl-
peit, 3amoJIHeHHBIX 203MHOGMIAMU, HEUTPO(DUIbHbIE WH-
GubTpaThl B NANWUIIPHOM CJIO€ IEepMbl UM OTJIOXeHue IgA
B 00JIACTH BEPXYILIEK COCOUKOB JePMbI TP UMMYHO]IIO0pEC-
LIEHTHOM uccienoBanuu. [1pu memduryce BBISIBIsIETCS BHYT-
pusIIAepMaTbHOE pacroyiokeHue Mmy3bipeit u pukcanms IgG
B MEXXKJIETOUHOM CKJIEUBAIOIIIEN CYOCTAaHIIMY BCEX CIIOEB DITH-
nepmuca. [vcronmormdeckasi KapTiHa MHOTO(OPMHON 3pUTe-
MBI XapaKTepu3yeTcs TUMOOIUTAPHBIM NHOUIBTPATOM B 30HE
NEPMO-3TTUIEPMATEHOTO COSAMHEHUST C 9K30IIUTO30M B 2TU-
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NepMUC, BaKyoJIbHOU aereHepalueill 0a3aibHO-KJIETOYHOTO
CJ1051, 00pa30BaHUEM OYATOBBIX IIEJIEN B IIOTPAHUIHOM IepMO-
snuaepMaibHoil 30He. Pesynbratel HPU® orpunartenbHbie
Wi Hecnieuuduyeckue, UHoraAa Habaoaaercs ceeueHue IgM
BOKPYT COCYIOB JIepMbI [25].

OcHosHag tepanus TOH npu CKB, Hapsay ¢ UCTioyib30-
BaHueM ['K, 3akitouaercst B mpUuMeHEeHUU BbICOKUX 103 BBUI.
CuuTaercs, 4TO arnoITo3 KEPaTUHOLUMTOB CBSI3aH PELIENITOPOM
Fas u Fas-nurannom (FasL), a BBUI, cBsasbiBasich ¢ Fas, npe-
NOoTBpalaeT ero B3ammojeiictBue ¢ FasL u mocnenyrouimii
anonTo3 [27, 28]. I1o naHHBIM JINTEPaTypbl, 3(PHEKTUBHBIE J0-
361 BBUT Bapwsupytor ot 0,8 10 2 1/Kr B CYyTKM B Te4eHUE
4—5 mHeli, 0MHAKO CaMU aBTOPBI TOBOPSIT O 11eJIECO00Pa3HOCTU
MPOBENEHUS AOTIOHUTEbHBIX UCCIENIOBAHUN TSI OTIpesiesie-
HUA 3(PHEeKTUBHOCTH JaHHOU TakTUKHU [28, 29]. [IpuMmeHeHMe
'K 3¢ deKTUBHO TOIBKO B paHHEH cTanuu pa3BUTHS 3200J1€Ba-
HUS U peKoMeHA0BaHO B coueTaHuu ¢ BBUILL OgHako naHHbIe
Mo WX MPUMEHEHMIO JOCTaTOYHO MPOTUBOPEUYUBBI B CBSI3U
C TE€M, YTO OHU MOTYT CITIOCOOCTBOBATh YBEJIMUEHUIO CMEPTHO-
ctv nipu gaHHoM cocTtosiHuu [30]. C mepeMeHHBIM YCIIEXOM
B JeyeHun TOH, accouuupoBanHoro ¢ CKB, npumeHsiiuch
miasmadepes, nukinodochad 1 Lukiaocrnopud A. Takxke nme-
I0TCSl eNMHUYHbIE COOOLIeHUsI 00 HMCIONb30BaHUU AricoHa
npu 3ToM nmatosnoruu [29, 31].

Taxum o6pazom, TOH y naumnenToB ¢ CKB siBnsieTcst no-
CTaTOYHO CJIOKHBIM JIJISI TUATHOCTUKK COCTOSTHUEM. DTO 00y-
CJIOBJIEHO TeTEPOTeHHOCTHIO KIIMHUYECKOW KapTUHBI U HE00-
XOIMMOCTBIO UCKITIOUeHUsT npyrux mpuanH TOH, mockombky
nauentsl ¢ CKB npuHuUMaloT oOIIMPHBII CEKTP JeKapCcT-
BEHHbIX IpenapaToB. Pa3BuTue 3TOro naTojornyeckoro mnpo-
1ecca 'y 60abHbIX CKB comnpsikeHO ¢ BBICOKUM PUCKOM CMEpT-
HocTU. B HacTosiiiee BpeMsi HaKaruIMBaloTCsl JOKa3aTesIbCTBa
apdekruBHocT BBUTI y Takux mauueHTOB, OJHAKO OOIIe-
TPUHSTOTO MOXO0/A K JIEYEHUIO MoKa He cylecTByeT. OTCyTCT-
BUE EIMHBbIX AMArHOCTMYECKUX KpUTEepUeB, pasHoobOpasue
KIMHUYECKUX MPOSIBJICHUH, CIIOXKHOCTh OTIPEAEICHUST TUOIIO-
TMYecKuX (aKTOpOB, a TAKXKE OTCYTCTBUE TIEPCIIEKTUBHBIX UC-
CJIeIOBaHUN TI0 MUarHocTuke u jedeHuio TOH y manueHToB
¢ CKB 00ycnoBnmBaOT HEOOXOMUMOCTh TaTbHEHIIIero u3yve-
HUS JaHHOW TTpo®JieMbl. Haln onbIT mokasai, 4yTo Tepanus pu-
TyKCUMaOOM MOXET KOHKYPHUPOBATh C TPUMEHEHUEM BbICOKUX
o3 BBUT u, Bo3MoxHO, OyieT BecbMa MepcreKTUBHOI B Be-
NIEHUW TaKKX MTallMeHTOB.

Ilpospaunocmo uccaedosanus

Hccenedosanue He umeno cnoncopckoil noddepicku. Asmopul
Hecym NOAHYK) 0MEemCmEeHHOCMb 34 npedocmagaeHue OKOH4A-
MeAbHOLL 6epcuU PYKORUCU 6 nevama.

Jlexaapauus o punancoswix u Opyeux 63aumMoomHOULCHUAX

Bce asmopbl npunumanu ywacmue 6 pazpabomke KoHUen-
yuu cmamovu u 6 Hanucanuu pykonucu. Okonuamensvhas eepcusi
pyKonucu 6viaa 0006pena ecemu agmopamu. Aemoput He noayuaiu
20HOpap 3a cMamvio.
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