Eapivés Huépes
Pevpazodoyias

2048

[MAPOYZIA2H
[IEPIZTATIKOY

NavAog Toakipidng Dr. 1. ABavaciou
Eidikeudpevog PeupatoAoyiag Zuvtoviotng Aleubuving
.N.©. «Aytog MNauvAog » PeupatoAoyikng KAvIKAg

[.N.©. «Aytlog MavAog »



Agv UTTApPXEL CUYKPOUGN CUHPEPOVTWY YIld AUTH TNV Tapouciacn




® Nuvaika
® 78 eTWYV

® Aptnplakn uteptTaon

® OApecaptavn/apAodumivn 20/5 1x1
® D3 fix 2000 1x1 N
® 2eptpaAivn 100 1x1  — amo 1/11/2017
® YOpo&udlivn 25 1x1

—_—




AEPMATOAOQOI'O




® Epyaotnplakog EAeyxog
® Bloyia d€ppatog(1n)

® ‘Evap&n kAapBpopukivng, Bitapivng D3,
Yopoéudlivng 25 1x1, ZeptpaAivng 100 1x1




1 MHNA META...

® PeupatoAoyikn eKtipnon
® Epyaotnplakog eAeyxog
® Bloyia d€ppatocg




EPFA2ZTHPIAKOZ EAETN XOZ

WBC 2990 PCT 0,09

NEUT 2500 C3 68

LYMPH 400 C4 5

Hb 9,3 ANA 1/1280 pIKTOG
Plt 159000 Anti-ds DNA

TKE 116 Anti-Sm +

CRP 1,1 Apeon Coombs | +++

1gG 2955 Anti-Ro +

IgA 304 Anti-La

IgM 47




BIOWIA AEPMATOZ (1H)

® Emdeppida opbokepatwon, atpopia
® YOPWTILKN EKPUALON KUttc'Ipoov Baolkng otiBadag

® XOplo EKPUALCN TOU OTPWHATOG KAl EAYYELWON
epUBpPWV alpoccpalpwov

® YTOOEPUIOIKA KAl YUPW Ao BUAAKEG TPIXWV
aBpoicEIG PAEYHOVWOWY KUTTAPWV:
AepoKUTTApa - MAaopatokUuTtapda

1l

Eupnuata cupBata pe 0epUATIKEG EKONAWOELIC AUKOU




KAINIKH EXETAZIA

- 0:38,3°C

- Aéppa: knAdoBAATIOwOEG eEavONpa KopUoU-AaKpwy,

TTOPPOAUYEG OE ONUELd TTiEONG, YnAAPNTh TopPupa
KATW AKPWY, NTA ATTOAETION GE ONMELA TILEONC

- BAevvoyovog oTOHATOC-YAWGOd: VEKPWTIKEC BAABEC

- All: 90/50mmHg =  AlaKOTN aywyng
- 20 120/ min

- Aoumd Zuotnpata: Xwpic 1laitepa upnuata

!

- Blowia ayyelitidikng BAaBng







BIOWIA AEPMATOZ(2H)

® AvocoBopIopog: Oplo MOEPHIOAG-XOPLOU
Ypappikn evamobeon C3c Kat E0TIAKN HIKPN
KOKKWONG evamobeon 1gG IgA

® 2Td AyYEld TOU XOPlou AAAOLWOELG
AEUKOKUTTAPOKAAOTIKNG ayyetitidag




ENNOMENCL...

® Komwon

® Tpxomtwon e€avOnua

® Qwtoeualcbnoia + Nikolsky’s test

© ANA + - |

©C3,C4 ¥ To&ikn EMOEPUIKN A 1.®apuakoyevic
® Asukotevia NekpoAuon < S

® Apeon Coombs + o

Juotnuatikog Epubnpatwong
AUKOC




ANTIME TOITIZIA

® KaAMEpYELEC alpaTtog Kal oupwy (AOYw
EUTTUPETOU)

® Epymelpikn avtiBlotikn aywyn
® Yooivn o€ uypeg BAaBeg
® iv yeBuATpedviloAovn 500mg x3 nuEPEC

2 NUEPEC pETA.... 1

Emdcivwon amoAemiong: ktacn>30% BSA







To&lkn emoEppIKN
veKpoAuon o€ £0agog ZEA




ANTIME TOITIZIA

ATIO(PAGCIOTNKE:

® MAacpapaipeon

® 'Qoelg iv peBUATIPEAVI(OAOVNC TIC NUEPEC
avapeoca amo tnv mAaopa@aipeon

!

Alakopidn o AMM AXENA










® ‘Emetta amod cuvoAika 69 npEpeg voonAeiag:
eElTNpLo pE:

-ueOuATpedvifoAovn 16mgx1

-ETTOUAWTLKEC TOTKEG KPEUEG

-ouotaon yla gpuctlobeparmeia Aoyw Bapelag
Huomadelag




FOLLOW-UP

1 ynva geta....
® Epyaotnplaka supnuata:

Hgb=13mg/dl,WBC=8.200 Plt=200000,
CRP=0.3(<0.5), TKE= 22, C3=90, C4=25

® ZUVEXION puoloBepameiag

® MeBuAmpedvi{oAovn 7mg/d

® Aev eg@avilel evepyoTnTa UTTEP AUKOU
® Aev eppavilel veeg BAaBeg




TOZIKH EMIAEPMIKH NEKPOAYZH(TEN)

® Xmavia 0epuatikn madnon mou xapaktnpiletal
amo EKTETAPEVN amoAEMion tTnNG emdeppidac Kal
TwV BAevvoyovwy Kal cuvodeUeTal amo
OUCTNUATIKEC OlATAPAXEC

® Emimtwon:0,4-1,2/1.000.000/£10C TAYKOOHIWC
® YynAn 6vntotnta: 25-50%

Feng Han et al, Successful treatment of toxic epidermal necrolysis using

plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68
Kinoshita Y., Saeki H.,A Review of the Pathogenesis of Toxic Epidermic Necrolysis, J Nippon Med Sch
2016;83(6)




TOZIKH EMIAEPMIKH NEKPOAYZH(TEN)

® AvaAoya pe tn OEpPatikn mpooBoAn:
-Stevens-Johnson cuvdpopo<10%
-TEN>30%

-SJS/TEN 10-30%

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal Necrolysis, Clinic

Rev Allerg Immunol, 2017



MNAGOWYZIOAOI A

® EmBpaduvopevn umepevaicdnoia tumou IV
® AyvwoTtog 0 akplBNg HNXaviopog

® H amontwon odnyel Ta KepATIVOKUTTAPA Va
XAOOUV TO OXNUA TOUG Kal TN GUVOXN TOUG Kal
o€ ALYEC NUEPEC ETMKPATEL N VEKPWON

® AvoocoAoyikn avtidpaon pe emkpatnon CD-8
T-AgPOKUTTAPWY,
LHOVOKUTTApwV/pakpopaywyv Kat NK.

Kinoshita Y., Saeki H.,A Review of the Pathogenesis of Toxic Epidermic Necrolysis, J Nippon
Med Sch 2016;83(6)




KAINIKA EYPHMATA

® AvaeEpetal eva mpodpopo otddlo
nmpooopolalov PE LOYEV cUVOPOUN, EUTTUPETO

® Epuenpatd)éelc_; N nopcpuptKég KnAiésg,

<<C(VOlYOUV>> C(lTOKf

® TEAKA: ATTOYUPVK
OLABPWTIKEC TTEPLC

® OetikO Nikolsky’s 1




I2TOMNAGOAOI A

® MANPNG emOEPULKN VEKPWON
® Apatn, peTpla otnbnon xopiou
® AvoocoPBopLoPOC: OXL EVATTODECELC

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017




AlTIA

® 2uvnbwcg pappaka: P.o 4 eBoopadec Petda
® YwnAog Kivouvoc:

-OOUAWOVAUIdEC -AVTIEMANTIKA
-MZA -aAAOTTIOUPLYOAN
-0EPTPAAivn -Aapotptyivn
-mravtompaloAn -KoTptpHoEaloAn
® XaunAoc Kivouvoc:

C -HaKpoAidEeC ) -TETPAKUKALVEC
-KIYOAOVEC -TTEVIKIAALVEC
-KEPAAOCTIOPIVEC

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017




ITAPAIONTEZ KINAYNOY

-TIPOXWPENHEVN NALKIA

-autoavooa voonuatd / ayyeutideg
-KAKONOEeLEC

-VEPPLIKI VOOOC

-HIV

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal Necrolysis, Clinic
Rev Allerg Immunol, 2017




AIADOPIKH AlAIMNQZR

® EpuBpodeppia

® Meilov moAUHOPYO £pUOBNUA

® QwTtoToIKO £€avOnua

® OepULKO EYKAUpa

® NOOOC HOOXEUPATOC EVAVTL EEVIOTN
® 2uvOpopo Ttoélkou shock

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017




OxY2 AEPMATIKOZ AYKOZ

- eEavOnua xpucaAAidag (0xt OLOKOEIONG
AUKOCG)

- TOHPOAUYWONC AUKOC

« TOEIKN EMOEPUIKN VEKPOAUON
« epuOnuatoBAatidwoelc BAaBeg
- pwTtocuaiodnto e€avonua




Table 1 Classical TEN, TEN-like SLE, and BSLE

Cutanaous featuras

Mucous membrane mvolemoni

Mikolsxy
Palmsisoles

Systemic featuras

Age
Eflolody

Luplis serology (AMA, anti-DNA, R, RF)

Histopathalogy

OIF

Treaimant

Classic
TEN

Acute anset and rapid progression

of widespread dusky
macules, plagues, and bullge

Always

Positive
Often

Framinant

Any
AR-807% drugs

Negative

Full-thickness epldermal
niciosis with sparse
lymphocytic infiltrate

Nexgative

VI3, supporive

TEN-like
SLE

Subgcute progression
of widespread dusky
macules, plaques, and
Bulle

Ohen

Fosilive
Ofan

Absant

Mostly dth—Gth decade
Linkniwn

Positive

FulHthickness epldermal
ngcrosis wilh sparse
lymphocytic infiltrate

Negative

VG, prednisona,
5UN protection

BSLE

Acute anset of tense bullas
favoring sun-exposed areas

SOrIRtinsS

Oecasional
LIncamman

Oftan; cormelates
with expacted
ELE findings

Maostly 2nd-dih decade
Linkniwn

Posibve

Subegidermal blister with
supericial neutrophilic
infiltrate

Positiva

Dapsong, pradnisong

Konda et al, Toxic epidermal necrolysis in the setting of systemic lupus erythematosus,
Inter J Dermatology 2011,50 1270-1275




SCORTEN

Table 2 Companson of current standard score for toxic epidermal necrosis (SCORTEN) and proposed pediatne SCORTENs A and B

Prognosis factor Value Significance Points

Standard SCORTEN

Age = 40 yrs ]
Malignancy Present ]
Body surface area involved > 10 1
Tachycardia = 120 bpm 20% above normal heart rate 1
Serum blood urea nitrogen > 28 mg/dL 40% above normal adult upper value 1
Serum bicarbonate < 20 mEg/L 10% below normal adult lower value 1
Serum glucose > 252 mg/dL 210% above normal adult value 1
Pediatric SCORTENs A and B*

Malignancy Present 1
Body surface area involved > 10 1
Tachycardia < 6 mos > 162 bpm 20% above normal heart rate for age 1

f-12 mos > 144 bpm

16 yrs = 132 bpm

=6 yrs > 120 bpm
Serum blood urea nitrogen > 25 mg/dL 40% above normal pediatric upper value 1
Serum bicarbonate < 21.6 mEg/L 10% below normal pediatric lower value 1
Serum glucose > 210 mg/dL 210% above normal pediatric value 1
Stem cell transplantation” Present 1

Adapted from Sorrell J et al. Score of toxic epidermal necrolysis predicts the outcomes of pediatric epidermal necrolysis. Pediatric Dermatology 2017;
344): 43337

* Pediatric SCORTEN evaluated without (SCORTEN A) and with (SCORTEN B) stem cell transplantation, bpm, beats per minute.

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017




GEPANIEIA

® AlaKoTIN pappPdaKoU

® YTTOOTNPIKTIKN Beparela

-silver wraps

-Movadec eyKaupatwy
-aEPOCTPWHA

-TTAPEVTEPIKN dlatpogn

-EPTIELPIKN AVTIBLOTIKN Aywyn
-avaAynTika

-TIPOUAAKTIKN AVTIUTNKTIKN aywyn
-UXOAOYLKN UTTooTNPLEN

Mereniuk et al, journal of cutaneous medicine and surgery 1-7, 2017




GEPANIEIA

© Koptikootepoeldn: apgioBntnotun
ATTOTEAECHATIKOTNTA

® Au€avetal o Kivouvog onyng, EMTAXUVETAL N
TOAUOPYAVIKN AVETIAPKELA, auéavetal n Bvntotnta,
UELWWVETAL O pUBHOC sm@n?uonomcng

® XNUAVTIKA ATTOTEAECHATA OE OPOAAUIKEG ETTUITTAOKEC

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017

Feng Han et al, Successful treatment of toxic epidermal necrolysis using

plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68




OEPAINEIA
@ IVIg

® TAAcpagpaipeon

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017

Feng Han et al, Successful treatment of toxic epidermal necrolysis using plasmapheresis: a
prospective observational study, Journal of Critical Care 42(2017) 65-68




GEPANIEIA

® [MpooTTIKN HEAETN TTAPATNPNONG

®2009-2016

®SJS/TEN, TEN

® 2 group:n=13 MAACHAPAIPECN (6 pévo, 7 +IVIgCS)
n=15 oxt TAacpaaipeon

Feng Han et al, Successful treatment of toxic epidermal necrolysis using
plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68




F. Han et al. / Journal of Critical Care 42 (2017) 65-68 67

Table 1
Comparison between plasmapheresis and non-plasmapheresis.
Variable Plasmapheresis Non-plasmapheresis Pvalue
P
C 0.670
A 0217
M 0978
0 0.054
St 0.555
A 0326
i 0.052
0.306
D4 score 2408 + 529 26.80 4+ 8.97 0347
D7 score 12,00(10.00,18.50) 19,00(13.00,33.00) 0.025
D10 score 6.50(4,00,7.75) 26.00(10.25,32.75) <0.001
D20 score 2634282 2030 4 1254 0.001
RVI 249 4 1.02 0.89 4+ 0,99 <0001
Total expenditure 56,039.71(49,612.79,71,858.89) 37506.52(17,627.18,83,409.22) 0424

D, day.

RVI = (TEN score at admission minus score at discharge)/total time of hospital stay.

The results of the independent-sample t-test are presented as the mean -+ 5D, results of the Wilcoxon test are presented as the median (P25, P75), and results of the Chi-square test are
presented as a number, P < 0.05 was considered statistically significant,

Feng Han et al, Successful treatment of toxic epidermal necrolysis using
plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68




GEPANIEIA

@ Case series: Anti-TNF (Infliximab-Etanercept)
Etanercept sc 50 mg /week

® v KukAooTtopivn

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal
Necrolysis, Clinic Rev Allerg Immunol, 2017

Feng Han et al, Successful treatment of toxic epidermal necrolysis using

plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68
Mereniuk et al, journal of cutaneous medicine and surgery 1-7, 2017




(POl NQZA-ENINAOKEZ

® 23% Bvntotnta oc 6 eBOOPAOEC
® 34% Bvntotnta o€ 1 £10¢
® 65% 5etnc emBiwon

® Xnyaluia

® AOWPWEELC avaTTVEUOTIKOU
@ Neplkn avemapKeld

® Alaxutn evoayyelakn mnén
® MoAuopyavikn avemapkeld
® OQPOAAULKESG ETMTAOKEC

Lerch et al, Current Perspectives on Stevens-Johnson Syndrome and Toxic Epidermal

Necrolysis, Clinic Rev Allerg Immunol, 2017

Feng Han et al, Successful treatment of toxic epidermal necrolysis using

plasmapheresis: a prospective observational study, Journal of Critical Care 42(2017) 65-68
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