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Paguk cay4ail Ha nauueHm
¢ mokcuyHa enugepmanHa Hekpoausa
(cungpom Ha Aaiien)

Muxaun Ma3HeB'?, CBemaaH LdepmeHgkueB'?*,
Cmounka TygkoBa?, Baagumup boxkunoB?, Beceaura HuzamoBa?,
Mapus MypgxeBa-Marono8a?

" Cekuus no MpogecuoHarHu 3a60A98aHug u mokcukorozus, Bmopa
kamegpa no Bvmpewnu 6orecmu, Meguuurcku dakyamem, MeguuuHcku
yHuBepcumem - [1hoBguB
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¥ Omgenerue no lMpogecuoHarHu 6orecmu ¢ geuHocm no KAUHUYHA
anepeonoeus, YMBAA ,C8. leopeu”, MhoBguB

Peslome

Tokcuynama enugepmanHa Hekpoausa, Bbnpeku ye e pAgko
CpewaHo 3aboadBaHe, e »kuBomosacmpawaBawo CbCmoAHUE
¢ Bucoka cmbpmHocm (25-70%), xapakmepusupawo Ce CbC
cBAuyaHe Ha enugepmuca U 3acA2aHe Ha AuzaBuuume. Hai-
yecmo mokcuyHama enugepmMarHa Hekpoausa moXke ga Bb3HukHe
BcaegemBue Ha ynompeba Ha pasAudHU 2pynu MegukameHmu,
HO Bb3MOXHU NPUYUHUMEAU MO2am ga Gbgam CoblW0 UHGeKuus,
mymopu u BakcuHu. Cungpomom Ha CmuBbH-[DKOHCHH Ce cuuma,
ye e B cowua cnekmbp Ha enugepmoAusama, npegusBukaHa om
AekapcmBa, kamo pasaukama e B8 cmeneHma Ha 3acA2aHe Ha
koXkama.

lpegcmaBame cAyyal Ha nauueHm ¢ mokcuyHa enugepmanHa
HekpoAusa € nogaekawo MyMOPHO 3aboaAaBaHe u ynompeba Ha
aHmubuomuk. Cayyaam cayXu, 3a ga nokake komnaekcHocmma Ha
guazHocmuyHo-mepanedmuyHume Meponpuamua npu moBa pagko
3aboAABaHe.

KnloyoBu gymu: mokcuyHa enugepmanHa
cuHgpom Ha CmuBbH-[1KOHCHH, epumema Mmyamudopme
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A rare case of a patient
with toxic epidermal necrolysis
(Lyell syndrome)
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Abstract

Toxic epidermal necrolysis, although a rare disease, is a life-
threatening condition with a high mortality (25—-70%) characterized
by epidermal shedding and mucosal involvement. Most often, toxic
epidermal necrolysis can occur as a result of the use of various
groups of medications, but possible causes can also be infection,
tumors and vaccines. Stevens-Johnson syndrome is considered to
be on the same spectrum as drug-induced epidermolysis with the
difference being the degree of skin involvement.

We present a case of a patient with toxic epidermal necrolysis
with underlying tumor disease and antibiotic use. The case serves to
show the complexity of the diagnostic and therapeutic measures in
this rare disease.

Keywords: toxic epidermal Stevens-Johnson
syndrome, erythema multiforme

necrolysis,
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BuBegeHue

TokcuuHama enugepmanna Hekpoausa (TEH) e nomenuuaaHo
kuBomosacmpawaBawio cbCmosHue, Xxapakmepusupawo ce
¢ ekcmeHsuBHo usnlowBaHe Ha enugepmuca U Au2aBuuama,
koemo moXke ga goBege go cencuc u cmobpm. lMopBoHayanHo e
onucaHo om AnvH Aaliea npe3 1956 2. kamo ,00puB, Hanogob6ABaLL
uszapsHe Ha kokama“ [1]. B noBeyemo cay4au TEH Bv3HukBa kamo
caegcmBue om umyHHa peakuua KoM onpegeaeHu AekapcmBa.
Bonpeku moBa, undekuus, mymopu u BakcuHauus ca gokaagBaHu
kamo nomeHuuaAHu omkalouBawu 3aboaaBaHemo  pakmopu.
Cyuma ce, Ye boAeCMHUME U3MEHEHUA NPpU CUHgpPOMa Ha CmuBbH-
IDkoHCbH He ce pasauvaBam cobulecmBeHo Om UHgyuupaHama
om megukamenmu enugepmoau3za. OcHoBHOmO pasauyue e B
cmeneHma Ha 3acseaHe Ha kokama. TEH obukHoBeHo 3acsea
noBeye om 30% om obwama noBopxHoCM Ha maromo, gokamo
npu cuHgpoma Ha CmuBoH-[DKOHCOH nAowma Ha yBpegeHama
koka e nog 10% [2]. B 90% om cayqaume TEH ce omkalouBa
0m uguocuHkpamuyHa uMyHO-aAepauyHa peakuus, cBvbp3aHa c
AekapcmBo. 3a omkalouBaHe Ha 3aboAaBaHemo ca ,3an0go3peHu”
noBeye om 220 megukameHma, HO Had-4ecmo 20 npuyuHABam
HAkoako om max (Tabauua 1) [3]. Yecmomama e no-Bucoka B8
HanpegHaAa Bv3pacm, a CbomHoweHuemo XeHu/mMoxXe e 1,5:1 [4].

Mamepuaa u memogu

13moyHuk Ha uHdopmauua e oduuuarHama MeguuuHcka
gokymeHmauua Ha nayueHma — ucmopuAma Ha 3aboaaBaHemo,
C ompaseHume B HeA aHaMHECMUYHU, KAUHUYHU, du3ukaAHu
U napakAUHUYHU QuUAgHOCMUYHU NpOUEgypu U AabopamopHu
uscaegBanus, kakmo u koHcyAmauuu coC cneuuaaucmu.

MpegcmaBane Ha kauHuyHuA cAyvail

Kacae ce 3a nauueHm Ha Bb3pacm 71 20guHu, kodmo 2
Meceua npegu nocmonBaHemo B8 kauHuka no mokcukoaozus
(29.11.2021 2) nOAyYUA  CbCMOAHUE, oOnucaHo kamo

Tabauua 1. Emuono2us Ha mokcuyHama enugepmania HepkoAusa

Hanogo6ABawo uHcyam. G ocbluecmBeHUME QguagHOCMUYHU
npouegypu € ycmaHoBeHa mymopHa dopmauua Ha AAB 6AA
gpob C NyAMO-NyAMOHaAHU Memacmasu u memacmasu 8 LHC.
3Bvbpwena e onepauus Ha MO3b4YHUA MymoOp, CAeg koemo Ha
12.11.2021 2. e npegnpuema UMyHo- U Abyemepanus no 1 kypc.
MauueHmbm e usnucad Ha 13.11.2021 2. Om 14.11.2021 2. ce
noABua dpedbpuaumem, gocmuaaw, go 39°C u cuAHa omnagHaaocm.
HasHaueHu ca aHmunupemuuu, BkaloyumeAaHo u memamu3on 6
go3a om no 1000 m2. gHeBHo napeHmepaaHo. Om 18.11.2021 2. ce
noABuA ek3anmem, kodmo nocmeneHHo ce ycuABa. EksaHmemom
npozpecupa, kamo no kokama Ha 2vbpba u 2eHumasuume ce
noABuau mexypu u nycmyau. Ha 23.11.2021 2. e usnucava
aHmubuomuyHa mepanua ¢ uedarocnopuHoB aHmubuomuk,
komo npuemar go MOMEHMa Ha Xocnumaausupasemo My B8
kauHukama. B obaacmHama 60AHUUa, kbgemo nbpBOHAYaAHO
nauueHmbm e npuem, e npeanekgaH HekoakokpamHo, AekyBaH
e ¢ kopmukocmepougu, kaauueB 2alokoHam, BumamuH C,
aHmubuomuk, Ho 6e3 cvwecmBeH edpekm. Tpu QgHU npegu
xocnumaausupademo My 8 kauHukama ek3aHmemobm 3Ha4YuUMeAHO
npoezpecupa, noABuau ce MHOXecmBo mexypu U pa3a3BaBaHus, a
06WOMO My CbCMOAHUE 3HAYUMEAHO Ce BAOWUAO. VI3meHeHUAMa
0bxBaHaau U ycmHama KkyxuHa, nopagu koemo cnpAa ga
Ce XpaHu U ga npuema meyHocmu. lpearegaH € B cnewHo
npueMHo BbmpewHo omgereHue (CMBO) om YHI-cneuuaaucm,
opmaamonoe, cneyuasucm om kauHuka no us2apsHus U € Haco4eH
32 xochumaausauus.

06ekmuBHo cbcmosAHue Ha 60AHUA npu npuemaHemo my B

kauHukama

Mok Ha Buguma Bv3pacm omaoBapsAwa Ha kareHgapHama.
B cuAHo yBpegeHo 06wo cbemosHue. Qebpured — 37,5°C. Nek
omok no Auuemo, xunepemua u uHekuus no konloHkmuBume
U Au2aBuuume. HekpomuyHu u OYyAO3HU O2HUWA NO AUUEMO,
Au2aBuuama Ha ycmHa kyxuHa, yByaa u e3uk, AecHO KopBawu,
ycmHu u koXa, Ha @oHa Ha BackyaumHo-nemHucm 06puB no

AumumukpobHu AHmukoHByacaHmu Npyau Hedapmakonozuuhu npuyunu
boaecm Ha npucagkama cpeuly

CyndpoHamugu* (DeHumoun** AnonypuHoa 20cmonpuemHuka (ar02eHHa
mpaHcnAaHmauus Ha kocmeH Mo3bk)

B-anakmamu (amn ,

A MU (aMuUUAUH KapbamasenuHu HCMBC 113na2aHe Ha UHgyCMpuaAHu Xumukaau
amMOKCUUUAUH)
TempauukAuHru (DeHobapbuman AnmupempoBupycHu NHpekuus ¢ Mycoplasma pneumoniae

XuHOAOHU (uunpogAokcauuH)

BaanpoeBa kuceauHa

BakcuHu (egpa u gpebHa wapka,
NoAUOMUEAUm, UHGAYeHua, BLIXK)

[eHemuyHa npegucno3uyun
(HLA-B*5801 u HLA-B*1502)

Tybepkoaocmamuuu

Kopmukocmepougu

MpomuBo2vbuyHu

*OmkalouBawu cuxgpoma pakmopu npu Bb3pacmHu
** OmkalouBawu cungpoma dpakmopu npu geua

Masne8 M, [lepmengxkueB C, TydkoBa C u coaBm. Pagok cayyai Ha nauuesm ¢ mokcuyHa enugepmanHa Hekpoausa (CuHgpom Ha Maien).
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UANOMO MAAO, KOHdAyupaw, Ha 2oAemu nAaku, nokpuBaluu noumu
UAAOMO MANO, Ha Mecma ¢ byau, nycmyau, A38u u kpycmu Ha
mecma (Quaypa 1). AgekBameH. OpueHmupaH. lpogeH kow —
cumempuye, géeme 2pbgHU noAoBuHU B3emam egHakBo yyacmue
8 guwaHemo. 3ampygHeHa nepkycua nopagu 6oAe3HeHocm.
BesukyaapHo guwiate, omcAaabeHo B AABo BopxoBo U CPegHO none,
HaAUYUE Ha cyxu cBupkawu u eguHuUYHU gpebHu BaakHU xpunoBe
npbcHamu. CbpgeyHo-CbgoBa cucmema: puMMUYHA CbpgeyHa
geliHocm, ACHU CbpgeyHU mMoHoBe, 6e3 wymoBa Haxogka. CopgeyHa
yecmoma 100 yg./muH. ApmepuaaHo HaaazaHe — 110/65 mmHg.
Kopem — Ha HUBOMO Ha 2pbgHus kow, pecnupamopHo nogBuXeH,
no3BoAsBa goAboka naanauud, HeboaesHeH. (DusuorozuuHa
nepucmaamuka. YepeH gpob u caeska He ce naanupam yBeAauyeHu.
Cykycuo peHaauc /-fomp. gBycmpaHHo. OnopHO-gBu2ameneH
anapam: MacuBHu HekpomuyHu npomeHu no koXkama Ha 6egpama
u poueme. HanoXeHu cmepuAHu npeBpb3ku om ekun Ha uszapaHus
U NAACMUYHA Xupypaus. 3anaseHu nepudepHu nyacauuu.

OcvwecmBeHu guazHoCMUYHU U mepaneBmuyHu npouegypu

[uacHocmukama u AeueHuemo Ha 60AHUA ce u3Bbpluuxa B
cbomBemcmBue ¢ ymBbpgeHus guazHOCMUYHO-mMepaneBmuyen
an2opumbm 3a kauHuyHa nomeka N2109 [5]. Mpu nopBoHavarHume
AabopamopHu u3caegBaHus ce ycmaxoBuxa NoHWKeHU cmodHocmu
Ha 06w beambk (46.99/1 npu goAHa pedepeHmHa 2paHuua 60) u Ha
anbymuHa (23.8g/l npu goaHa pepepeHmHa 2paHuua 35), noHwkeHu
cmotiHocmu Ha 06w, kaauud (1.81mmol/l npu goaHa pedepeHmHa
2paHuua 2.12), noHwkeHu cmodHoCMU Ha XemozaobuH (105g/1
npu goaHa pedepeHmHa 2paHuua 140). Om mukpobuoroz2uuHomo
uscregBaHe Ha paHeBu cekpem ce usoaupa Bacillus cereus.
Om aHmubuozpamama ce ycmaHoBu uyBcmBumeAaHocm koM
KAUHgaMUUUH, AUHE30AUg U BaHkOMUUUH.

Onucanue Ha nyamozpapuama om peHM2EH0A02a: HaMaAeHa
Npo3payHoCMm Ha AAB BAA QP06 C HaAUYUE HA HEXOMOZEHHO
uHGuAmpamuBHO 3aceHuBaHe CpeguHHO U BbpxoBo. [leceH BAA

gpob — C HaAuyue Ha 0BaAHa CuAHa cAHKA NEPUXUAEPHO C pasmep
2 CM. YnnomHeH geceH XuAyc. B 3akaloueHue — onucaHume
npomeHu BAaaBo mozam ga ce gonkam Ha naeBponHeBMOHUA
(QudepeHuuanHa guazHo3a — 06eMEH NPOUEC C XunoBeHmuAauus).
XuaycHa Aum@ageHome2aaua  BgAacHo. CycnekmHu gaHHU 32
coAumapHa mema BgAcHo.

JlaHHUMe om aHamHe3ama, KAuHu4Hama kapmuwa,
obwua u cucmemeH QusukareH cmamyc, pesyamamume om
ocbulecmBeHume napakauHuuHU u3caegBaHuA mecmoBe, npobu, u
HaAuYHama MeguuuHcka gokymeHrmauus gaBam ocHoBaHue ga ce
npuema 3a Bogewu CAegHUME CUHZPOMU:;

* meXovk koXHo-Au2aBuyeH CUHgPOM C 2eHepaAu3upaHo 3aca-

2aHe Ha enugepmuca om HekpomuyHume Ae3uu;

* 06WomokcuyeH cuHgpom;

* NYAMOHAAEH CUHZPOM C gaHHU 3a nAeBponHeBMOHus.

MpunoXkeHo neueHue

 kopmukocmepougu no cxema 8 noHwkaBawu ce gosu;

* kombuHupaHa mepanus ¢ aHmubuomuUU U aHmMuMukomuuu,
CbobpaseHa ¢ pesyamamume om aHmubuozpamama;
2acmponpomekmopu;
aHMUXuUCMamuHu;

HUCKOMOAEKYAADEH XenapuH;

AOKaAHO mpemupaHe Ha koXKHume Ae3uu CbC CcneuuduyHu
CMepuAHU npeBpb3sku;

AOKaAHa mepanus Ha Aesuume B8 ycmHama kyxuHa u oyume
CbC Cbgbpkawu aHmubuomuuy, aHmumukomuk u kopmu-
kocmepougu yH2BeHmu;

kucaopogomepanus;

UHGY3UuOHHa mepanus ¢ 2Aloko3HU u BogHo-coAeBu pasmBo-
pu B8 o6em go 3500 mMA gHEBHO;

uHy3ua Ha kpoBHU npogykmu u obemo3amecmBawu pas-
mBopu;

NapeHMePaAHO XpaHeHe;

(uzypa 1. Busyanusupasu macuBHu y4acmuuu ¢ enugepmanHa Hekpoausa

MasneB M, [epmengikueB G, TydkoBa C u coaBm. Pagok cayyal Ha nauueHm ¢ mokcuuna enugepmana Hekpoausa (CUHgPOM Ha Aaien).
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* CUMNMOMaMUYHU cpegemBa;
* XU2UEHHO-gUemuYeH pexxum.
MpomuyaHe Ha 3abonABaHeMoO U U3xog Om AeYeHuemo
Caeg npoBegeHama komnaekcHa AokanHa, OpzaHonpo-
mekmuBHa U cuMNMOMamuyHa mepanus, Hacmbnu NPOUEC Ha
0bpamHo pa3Bumue Ha obwomokcuuHua u  koXkHO-Au2aBuueH
CUH@POMU U NoABa Ha CNOHMAaHHA eNUMEAU3auUA Ha 3acezHamume
30HU.

06cvkgane

TEH e mexka kokHo-AuzaBuuHa ekcdoauamuBHa peakuus.
CuHgpomom Ha CmuBoH-koHcoH u TEH ce cyumam 3a yacm om
cnekmobpa Ha epumema myamudopme. Epumema myamupopme
uma no-manko mexXko npegcmaBaHe ¢ <10% BkaloueHa om
obwama noBbpxHOCM HAa MAAOMO, MUHUMAAHO 3acA2aHe Ha
Au2aBuuama U MUuNUYHU CuMempuyHu uereBu Aesuu [3]. B
gHewHo Bpeme cuHgpoMbm Ha CmuBvH-IKoHCbH u TEH (HO He
epumema Myamuhopme) ce cyumam 3a BapuaHmu Ha eguH U Coly
NamoAo2UYeH NPOUEC, PasAUYHU camo 8 cmeneHma u mexkxecmma
Ha 3acsA2aHe Ha AuzaBuuama u/uau koxkama [4]. TEH ce npoaBaBa
CbC 3acA2aHe Ha Hali-manko gBe AuzaBuuu, 3a2yba Ha cAuBaiiu
ce AucmoBe om enugepmMuca, usaazawlu gepmama Ha nove 20%
om obwama noBbpxHocm Ha mAromo, mpecka u cbBmecmuma
kokHa Guoncus (nayuuueAayaapHu uHGuAmpamu U wupoko
pasnpocmpaHed Hekpomuuen enugepmuc, BkalouBaw, Bcuuku
cAoeBe) [6]. B EBpona TEH ce onpegean, koeamo ca BkaloueHu
noBeue om 30% uau 10% om ob6wama noBbpxHOCM Ha MAAOMO,
He3aBucumo gaAu ce npegcmaBa ¢ uAu 6e3 nemHa, cbomBemHo
[2]. B CveguHeHume wamu cuxgpomMbm Ha CmuBbH-LKOHCHH
ce onpegend kamo enugepmanHo omaenBave >10% om obuwiama
noBbpxHocm Ha maaomo, a TEH ce onpegeas kamo enugepmaaHo
omaenBaHe >30% om obwama noBopxHocm Ha mAAOMO, gokamo
U cuHgpoMom Ha CmuBbH-[DkoHCbH, u TEH mozam ga umam
3acfeaqe Ha AuzaBuuama. Mexgy max (o6wama noBbpxHocm Ha
maromo Mexkgy 10-30%) uma npunokpuBane Ha CUHPOMbM Ha
CmuBbH-[koHcoH u TEH [4,7].

Ckanama Ha TEH (ckanama Ha SCORTEN) e uxcmpymeHm
32 oueHka Ha mekecmma Ha 3ab0AABaHEMO U 3a NPO2HO3UPaHe
Ha cmbpmHocmma. Tol Cbgbpka 7 HesaBucumu npoMeHAuBU,
OUEHEHU npe3 nopBume 24 yaca om nocmbnBaHemo 8 6oAHUUAMA
U gaBa ungukauus 3a HuBomo Ha cmovpmHocm. ToBa BkalouBa
Bv3pacm Hag 40 20guHu, cbpgeyHa yvecmoma >120 ygapa 6
MUHYMa, Haauyue Ha pak UAU XEMamoAO2UYHO 3A0kauecmBeHo
3aboAABaHe, 3acezHama meAecHa noBopxHocm om >10% npe3
nbpBusA geH, cepyMHa ypea om >28 mg/dL, cepymeH bukapboHam
om <20 mEg/L u cepymHa 2alokoza om >252 mg/dL. Cnopeg
me3u puckoBu ¢akmopu pesyamambm 32 CMbpMHOCM Ha
nauueHma moxe ga Bapupa om 3,2% (ako e HaAuYeH camo eguH
puckoB ¢pakmop) go >90% (ako ca Haauue 5 uau noBeue puckoBu
(akmopa) [8].

Bonpeku ue ce cpewa pagko, TEH e nomeHuuaaHo
kuBomo3sacmpauwaBatuo 3aboadBaHe. [loknagBaHama cmMbpmHocm
npu cayyaume ¢ TEH e 25 go 30% B cpaBHeHue ¢ 1 go 5% npu
CAyyaume Ha cuHgpom Ha CmuBuH-DKoHCHH. MpozHo3ama 3aBucu
om cmeneHma/naowima Ha koxkHume Aesuu. Koakomo no-zoaama
e 3acesHamama meAecHa noBvpxHocm, moakoBa no-Bucoka
e cmbpmuocmma [9]. WHdekuuama e ocHoBHama npuyuHa 3a
cMbpm. [Ipyau nomeHuuaAHu AemaaHu YCAOXKHEHUA ca CUHgPOM Ha
pecnupamopeH gucmpec npu Bb3pacmHu, 6eA0gpobHa emMboAus,
bvbpeyHa U cbpgeyHa HegocmambuHocm U KopBeHe om 2acmpo-
UHMecmuHaaHua mpakm [10].

3aknloueHue

TEH e mHo20 noBeye om ocmpo kokHO 3aboAABaHe.
Moz2am ga 6vgam 3acezHamu Bcuuku op2aHu, a Bvb3HukBaHemo
Ha CeNMuUYHO cbcmoAHue noBuwaBa u 6e3 moBa Bucokua puck
om (amaneH usxog (25-70%). Ha ycnex om AgueHuemo Moxke
ga ce pasyuma npu ObP30 U MOYHO QuacHOCMUUUpaHe Ha
3aboaAaBaHemo. A onpegeadwa poad 3a moBa uma Bucokama
npodecuoHarHa kBaaupukauus Ha MeguuuHckume cneuuasucmu
0m cnewHama goboAHUYHA U cheuuaAu3upaHa 60AHUYHA NOMOLL,
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