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7 3% K2 VS (toxic epidermal necrolysis,
TEN)E—% RABE @I T ERRIIRIA » RS E
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SEYIHI A RN ESG R o i FAEPEIT 19564 H
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HH BLE IS R DAY S © Lyell 3855 LIR 2 1R
HHY 3R (toxin) & ik » LS Edn 455 toxic
epidermal necrolysis > X .2 % Lyell synd-
rome” ° 7% HRELE A TENEL (L @ﬁ:wzzﬁ
Hi Stevens F/1 Johnson {3/ BE 5% i 2 i il U2
4 7 &2 (generalized skin eruption) ~ #§5E ~ [
il HE 22 (inflamed buccal mucosa) i &g 5 5 A5
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R 5 7 45 FC -9 R E % £ (Stevens-Johnson
syndrome > SJS)J& /i [l —FE R H g 55 AN 2 15
I o AH W& 72 BITE R TEN 8 R R B HE 2
fH(Body surface area, BSA)Z¢ i {4 5L Il A5 4
FERYTEG Bl 12 8 RE ™ o — TR b FSISIE AL
/INIA T 97 iz W 2 I FE Y KR M Y& AL 0 T
TEN HI g B 5 43 2 = 88 R TR Y B2 i
VIEGE - RSBRER G W& 2 [E IR £5STS-
TENEJE Hi7 (SJS-TEN overlap)* ° TENANMEE F7
R EE » R T th & 8w A S H8n &
{EGRAL > HH G B E R > WIMEEIE
UafE&EA N - HATHRTENM A —E5xH
HAEARR G R 720 > Ktk > Hol B RS0
ol B A T AR R AL R BRI 2 — (I AH & B
A o
TR

B AL RS » TENIISE AR KN BB EREH
BNHOSHI3A » AN[EBISK ~ il B i A A
R ET e o » LB R EIE b
BEAFH YRR RTRETE" o 55 20 REfmR I ELBIAE
2:3 & 1:2 HRA e > o TENGHH SRR
N BLE Y A 2R R S AR B FER A - I
TR AE A AC BRI A EL R S 3 AR 28 - HE
A RE B2 A R Al P e 20 R BRI SE Y B BRI
4 » TENTENRR PR Z R 5 (HIV) R4 1 BT
BEMEIRIE A th AR m s A 25 o 5 KR
ML 19855 2 1995 T (1) 4[] » {E26 819
B XA - TENHYRZZ R A 8K » i Fr A 1 he i
N LB B50.003%" © H il & ik Z KRR A
TRATIR MG o (H R ARE B A NS
RO B & G #EHE RHER - G 5 K 2295 |
TEC 75 11 2 B VS e i Pt 4% T SRR A0 P A )
10-1251 o HH I AT HE AL TR TENHY 58 42 28310 A L
BIYHRETE BRI -

A

R TENMRRRZ » KH 75 2/\1+H1)
& HEEY) [ FE R A1 REAY 2 > T EEY) AL 5[
SISIRRKIE 73 2 Tt o BLot - FEE% R PR
Hzfm s | (ETENHYZEY) » (KA Al REE &R TEN

S [ B R TS A B> o (o ZE Wi St
1T 2 MIER (skin test) i % TR TENAY 8 42
H il 20 #8#20018 LL_E I EEY) 1 38 5 nl ae s |
FETEN » [ PR b 68 1 0 45 7 % 3 91) 2 5%
eI o BEREACET » 25 5 G TENHIEEY) LL
PURDRI S5 ~ PLAEFR ~ IR D138 R E4EY)
(NSAIDs, FihlliZoxicam FANTAY)) HilJeg &l F 4%
allopurinol % 5 & W o A Lt —FEZEY) ) 5%
AR ysy o FIERTAS [R] st [ ~ e fe B o] o i A 2
FHIA] ° Roujeau 5 A2 1981-19855F A1 B HES T
5 [ EETENSEVIHIAET IR B4 SR BANS AIDs
A LI EL# S® > T Schopf 55 AR FEERIAfET
WERPLA FZEINS AIDs {5 TENEUH SE4 1 i1 7Y
' o 19811990 F AR #E T E FHUEUR BT
AR I FEBUREEY) o 1548 B B H th Bl 5%
B SR > RIS AL N 38 AR 25 5 - KT BLHTAS A%
TR EEY)h IS 5| EETENK & R EUREEY)™> » 1 —
AR A TR 25 5 ) Allopurino L@ BRI B L (6 51 4 i
O ETENRIEEY) - 1E 58 1A E 2/ R
Mat » LPTA R (Rl @b R EEY)) ~ HURR
W) (FiAl/2carbamazepine) ~ NSAIDs Bl
allopurinol & £ W » {H&BEBTrIZEY HE4 E
HIASSE 2 AH IR0 o B 1 R {50 FH B0 4E9 AT
Rear | (R B IV TENS{E 24 » TEA A
A HPME 2RI EUREEYI M 2 & FE R XX
JfE (cross reaction) & & 2% B 5% 2 & Ji 2| Bl ki)
o o BIANTE R KR SEY) v] o7 o T P KR T A 3R Bl
T RRFE DA R W R o T B R PT AR SR AU AS % =X
2 WA {18 fiet g 28 R B AR 3R S5 P v A Y (I B
(side chain) ° MIARIEHFSE » 12 WO (A (51 E 2 i
FEEEY) AT e A2 2 SO FER BRI BERG RS - 1 H A —
{EH{H B QR FE ) 2R B T 5| RESTSEATENY L)%
S o [AT LA P s R 0 AR SR 1T 5 | REETEN I A
R A e B IR P AR SR B th o (R A2 SR i
1115 | EE Rl B 93 2  Paquet 55 A9 (511 7
F8H—137 G cephalosporin 8 P14 32 5 | FETENY 52
HIR AN > 2% [RIERBEH 4 -lactam ring HY
carbapenem FAHTAEF LKA XX FE &AL TEN
FEEEEE » RIMHEM] B -lactam ring 7&3a AN A
T R P AR SR TR Y 32 S E T 38 EX TE N Y 3 i
FEHE © AT LUK B -lactam ring$BH1 4 485 #E
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K~ FHCRE A 48 Barbiturates S4E7)
(phenobarbital, pentobartial)
Carbamazepine
Phenytoin
Valproic acid

Pl Ampicillin
Amoxicillin
Aminoglycosides HZE)
(gentamicin, streptomycin)
CephalosporinHZEY))
Erythromycin
Ethambutol
Isonizaid
Macrolides X&)
Penicillin H4£7)
Quinolone FHZEY)
Rifampin
Sulfonamides XH4EY)
trimethoprim-sulfamethoxazole
sulfadiazine
sulfasalazine
Tetracycline
Vancomycin
e i P 4 Allopurinol
FE RN RS T8 R 4EY)
(NSAIDs)

ButazoneFH1iTAEY)
Diclofenac
Ketoprofen
Oxicam$ETEY)
piroxicam
tenoxicam
Salicylates
Sulpyrin
Sulindac

FAth A Acetaminophen
Antimalarials
Antiretroviral drugs
Aspirin
Penicillamine

TENMIR A » FEZE R AR EEEE A
A -lactam ringfiFERYHT 438> o Carbamazepine,
phenytoin B phenobarbital &= _E &[] & 75
IR YUY (aromatic anticonvulsants) © fiff
SRR 0 1B = MEEEY) R S IR LI B A AL XY
JE - 45 N R —FHEEY) 1T 5 | RETENI >

F LK {744 AT# T Mg

TE TR ZE Y ) 150 F th ZERE B 5 7 W A -
#{#Benzodiazepine B I 77 & R YRR 441
(non-aromatic anticonvulsants)4l] : valproic acid,
lamotrigine X felbamatet F 15 & 2" o

B EHE IS EETENRIBURLEY) » 1)
JH BN N B oK JB EAT A A e SR B 0 B
R EEY) ~ $E2S ~ MIIRERHAG IR 59 ~ Bok
Ak FH EEP) A IRF R B 2 55 A R S5 W) I E R s 58
Bl J2 75 Al FH 0 ] BE 38 1 A8 I FE RN &) o — i
AREE > T EEY) B8R KA (B H 23E A
ERIVER B (incubation time) » IR HA £ WY
o GRR A SE AT A IR EEY) S B TENF R
s o HIPE R HATT REAE FE 248/ NRF LA™ o 41
FEFTEEY) C 150 A SRS » 5| EETENRY G R
HIER Bl o

FHofth—2L/D R R R AR 2 R Gy ~ R
FEZIR' > HIR® ~ WhERRES ~ At ite £
J#3*(graft versus host disease, GVHD) » F i85
BAER ™ > a5 ARSI 28 (ulcerative colitis) Bl 5
% FCJiE (Crohn's disease)” AT & #S e #le 15 3t I g
SIEETEN" » {H/2 7538 BRI A B it & 55 017 78
TENHIBEE > B0E /2 v RE R iR 1 08 LL R T
LG o Bl E - Wit BEm
TSI ~ AL EREE S ~ S8 5T B U R
BOhA TRe R [ETENI R 2 — o

BERzE

AR HEFL W Fe e e B R RS2
EITENA HE 2 IIBHE © 19874 Roujeau ¢ A
1E44% 1 FETENAYIR A B b A 80 B K 70 4
FEI B MER PR AT B12(HLA-B12)E L
EHREAHRR" o 20045 K BEREBTHS H i Y
e 5 B HLA-B*1502 100% £ 1E 24444
carbamazepine 5| EEHJSIS/TENTH A » {HAHE
—F%ARH carbamazepine ¥R L H 3% H
HLA-B*1502 » fF G HLA-B*1502 X&[X % {# H
carbamazepine %4 STS/TENMY g # A7 [t
K& 2/ DEH 193452 2 20074 » #AFIERL
HEREE M ERE A carbamazepine 1IfEkH
T o EEFDAAER » G 2%k
MR Al o MHLA-B*580 1 h % %% ¥ #il
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allopurinol 7 | ¥EAY &% 5 52 JE AN B ME(RL & SIS B
TEN YA RR® o 5+ » HLA-A*0206 ~ HLA-B*5701 ~
HLA-DR7 ~ HLA-DQ3 W& A @ E LA 52 - H
A o B8 AR RIS HF) A B R S i EsE
[ 77 (real-time PCR){E T A LL A EE K193
B > AcEE S BRI o (HRHREEGE
3 T A 2 R Ay 2 T 2 B A B e PR -
IEE B A R R B o BRORERE 1 »
LEY5 | EERITENTR AR — 8N 8 = faba it
e 53 S o FH AH R S84 o

ek RS ST L

TENBR 1 SR RZE 24t - By Rl LA
HERR 55 DN 7 B a2l o FETENSR A SR ALRY
KRBT R T o EEIRPI > ] LUR B2 L
J& N E FT 2 R 7S A (keratinocyte) © I T
PR I HIAEU) R T Rl LR 20 % e 22 B2 e i 1
Hu3EIE - 3Rk 2% K7 g 7E 2 ff (dermoepidermal
junction)Jix B (B 57 & it % 77 Bt (sloughing) ([&]—) ©
15 B R fg A LeFrny 58 Rl - BRIk ~ ke
TREAFEIR ML BRI © Quinn SEEEFSREEIH » 78
15 K7 Jg A 5% LA (K26 B mononuclear cell)ix i
FRE S A B - IR IE 2R B PR AT 72 o K
R LY B I o (108 L HE Mz
CD8" Tk ELERAEL 2 A K K G A » 1CD4*
TR EERHIDRER 0 (FEE IS B R P

FHATENY B TEBEHE) ) K 5¢ 2=t i 52
A& o H TR AR AR A 2 B e TR oK & 0 A A
(keratinocyte) i L= (apoptosis) {5 5 [ A TE £
02 [ B H T L JEC 5 (basement membrane) 3
JIE 5 R 3G RK 3R 2 & Bl B RY Jg 1Y 77 e -
Apoptosisie — IR R E AT X > X
R E VI IE T (programmed cell death) ©
1M apoptosis X 57 EI| 2% Fd A~ [R] i) F0 1% % il fr 3
g o HATHISE R > 15 EETENRY Z0H i
HH > CD95 % Bl Perforin/granzyme B A#f3E Wi fE
PR TR E SN A o CD9SAMIE A IETE
HEYEIR 132 28 X % (TNF/NGF receptor family)fs{
B o CD95A#HIL T 5 %8 (death receptor) : Fas
receptor 9 Fas fitfi&(Fas ligand, FasL) FfHEL °
Fas ligand ¥l Fas receptor #ifi &51% » & M HIRA{H

RAEIEL caspase » MAERIIUARIASHE > 5l
REAHAE T (& — ) © Fas receptor {F{ERRATS
IEHAHIEER I » 10 Fas ligand AR H 5+
% o HATA MRS o Viard FE2ZFEBIE Fas
ligand fF/EATENJH A keratinocyte ZZ[H] » & Fas
ligand Ei#iliTkeratinocyte ZE[HIY Fas receptor fi
E1%515% apoptosis® ° MM Abe FEE $& & (M
TR B Ml (peripheral blood mononuclear cell,
PBMC) » EEMREEK > BAZERSE AN - #C i LE
VIR 2 5L MR R FasL - At
PBMCth & #5 IR UJENRF FasL 70 B -
5 AT Fas Ui (soluble Fas ligand, sFasL)
FasLEd sFasL#} Kernatinocyte ["[1") Fas receptor
it e % e g EAIAE apoptosis(@ —)7 o [KIIL MK
1 sFasLAVIREE AT USRS 22 B TEN/SISHY TS
B TH R th 4 A RS T 8 B TR 1Y) f B
FHER o

Hyb—E5E R apoptosistEiEHY) perforin(ZEfL
) Bl granzyme B (FEKIIZ3E B) 5& LAGT W AR Y
A G F R B AR TR E A (cytotoxic T-cell,
CTLYNWEHE - & CTLsHHak i H A Al i
(target cell)f% » EREMMHH perforin B granzyme
B © Perforin & H 5B HI/ ML » Tgranzyme B
&/ NFLE AR A S caspase A#EIEAL » 51 #E
A apoptosis ™ ©

2008%F » HRfRE B 5 B B e o 2 H AR A
Fll(Nature Medicine)FJiFFEHE3R - FRLMETIHRES

e L o e e €4 NS

B— : TENKEREUR - IURIFRNE(E)ERER
Bt (full-thickness epidermal necrosis) @ E2EZ
B(D)D Bt (WRIEMTT) - EREDBLETHKX
#DA22 8 (Hematoxylin and Eosin X 200) °
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Keratinocyte PBMC Cytotoxic T-cell (CTL) NK cell
secretion
sFasL )
°
FasL FasL
°
°
[
o0
Granulysin
® 9
IVIG
°
! l_/ l
16nm f—|—] 16nm f—|—f
Fas receptor il AR
..............".‘ PCICDC CCCCC T X XX X C O D OCOCCC O PCOCOCOCOCOCOCOC X PO O®) W
.......'-..C'.‘. X PO OO POCOOOOOOC] pOOO M
\
Target cell II FADD |
\
Procaspase 8 ' . |
\ A .
. o GranzymeB _y ¥ .o °
N l A ‘ Yy ) e °®
e ¥ _M Bid * o
O O ‘ * Granulysin
Activated Y tBid
caspase 8 \ y v l
Procaspasé&l / ' \ ) )
Mitochondrion
i i
AN
Activated Caspase-activated
caspase 3 DNase (CAD) l release
\_,/V « «% Ppro-apoptotic factor
<) *s*®s  (cytochromec)
L. I-cAD
ﬂ(inhibitorofCAD) l
g @ Procaspase 9
I-CAD CAD l
Activated
7N caspase 9
DNA fragmentation §
Nucleus @
§ § ?{ § > Apoptosis

B_ : A. Fas receptorfTil iR AR E D HE — R HI80BIZEEFIINIFIHREEERE - M2 /RFas death domain - 75

ER BB HRERB IR E MBI (peripheral blood mononuclear cell)Z&EHIFas ligandE2E DI HIsFasLiR
I EHMREAERFas receptorfa 5% » 5|38 #BRMBIFas death domainfiZ B\ =3 E&(trimenBVBS © L
RS T LU OISR ETIESEO » Fas-associated death domain protein (FADD)#ES - FADDHIRIH I LA
7 BIEEFas death domain=2R&&E4procaspase-8#55 * {Fprocaspase 88 {t.AY activated caspas 8 * activated
caspase-8PE R & G T 5caspaseRif S AR Z I DNABVIRIE - B EBGRREET> -
B. Bcytotoxic T-lymphocyte (CTL) #ARIEIENE » TP L BEZHBi (target cell) » EZE » CTLsEUNIIIER
(exocytosis)BI 73 TV Eperforinfigranzyme BMEEBE » PerforinB A3 BREREEEH16nmBYEE » M
granzyme BEIEIILEEEAMRR - EOUBHEZEREEE{Eprocaspase-38Y/3 TR BlEcaspase’Rrif * &
BB AR VIR M B BB E S apoptosis ° MEICTL BERRFMAZNK cell)DWBgranulysin 2—1BTILL
ISR DARRTRIZER) E B E (membrane-disrupting protein) » bR 3 IR EHDRES BUABARIL TSN ¢ granulysin@l A
EANMDIEA 0 Bgranzyme @RS S MHIIREEIRIZE ¢+ B pro-apoptotic factor (cytochrome c) * j&{tcaspase
RIRREEREEHIRBT T -

IVIG:intravenous immunoglobulin * Bid:BH3-interacting domain death agonist * tBid: truncated Bid.



TRAERRRFR + ARAHE 6 LI 3 & 0 RIS 17

AR EL 5 AR F-HIME(NK cell) L% e
—FEE M EAE — HRA A $E (granulysin) » &
fi¥ H AR apoptosis([& —) o TEEBR=H » 1
A b ) LR s i 3 5 2 N 1 B B2 R A
B 5 #FHLISTSEKTENIER IR SIE © 157 H77KiE
I i (blister fluid){% thEEIR > KL AR EE
TEURL V25 T 3 1110 U6 i B Rl DA IR ) fe 2 185 1l 1 AH
B4 (TEN>SJS-TEN overlap>SJS) ° HIILHEET -
FEORL VS i 2 A1 LU O VF FH B R th i 1A E
BRBER A 0 o BEERRME DL A L 22 ety
8% (immunohistochemical examination) TEN/SJS
IR AL BE B K2 8 U] B I B EZ RS U] A L
BB > TEN/SISTR A Jikt B2 s HIBR R & 118
- 7 (INF-gamma) ~ JEEIEIER - o (TNF- @)
HHA A 1 3 (Interleukin, IL)-5, IL-6, IL-10, IL-13
IR SR B2 2 (receptor) © T SIS/TENYHE A 7K
AR T B S A SRENFHEE- 7 -
NEJEEEEAEIN - @ ~ IL-6 ~ IL-13BAIL-18 © i3 b3
2 AR R e B nT RE 22 Bl T TENHYEUH
P o

ERIRTRIR

TEN i ATEERIRZIL AT 0 55 = 1A« Aifbfa
#A(prodromal phase) ~ 24 Hf(acute phase) &1k 18
H(recovery phase)"” © Ji A KZ & skt HHER AT »
WEA KKI2EIRAATEEI o 75 BRI - K
NG — SRR DL R s e e ) JE R S E IR
AT s FEREC100%) ~ WAINGE 28 (25%) ~ K2 6 H 1&
(28%) ~ FEHE AR (32%) ~ & BB R B R EIIRE
FEAR' o B LEIEFF R MEAEARN R FHE — K i
Rl = o

B3 RIS A KK RHES B 12 K1 &k
W o AEE IR » & AR I 538 8 B R BT 28 ¢
(mucositis) © T B & & Bl a6 HH B TR SO Y
FZ &2 (eruption) ° & 4L 52 &2 & Hfm Bl 8l |-~
BERERG L - K g kIR (target
lesion) ~ FEHUGRIZERAIALBE (morbilliform rash)ay
KKSE(bullae)® © 38 L6 57 FEAEARBIEERE » K2 H
[ aREL BB LG > AE2 B3 KRN » e AR E|—H
L& s 8 &5 DY A B B g i) AR © 7R
FER IS G T RSO B ) > BV AT Rk R S B 1

Bt (Nikolsky's sign) © $22% » K2R & K g
YRS R ELE T Y B & 7 BfEME 7 (epidermal
sloughing) » [KIIHL AT DL B BEAEZ AL AR ER (R 2
BGIE R fg>* o BRIK E - A g 25D
BRGNS (B =) - KRERKIGHIIRE
I N5 5 R K = B R 7K 3B R o B 57 1) 4%
o i e A SR 1T 7 AR BIURE 690 % LA_E A
ANEFAHMERI0 - A5AR ~ HE ~ B8 ~ XA
B~ WANE ~ B EE ~ RLFT ~ RE ~ A AR EL g
B2 T RE S BRI D 2 A 3P 20 1R S8

TENJH 12 fx 1% — {l8 & B 2 595 i 32 R 1Y A
[FI A E 1B 3EANZFAIRAE A - 158 —ELI]
AR 3R K7 B R AR g HE AT 3 B P A (re-epithe-
lization)  JZ R BIGIE &% » B E MR BAR D
BT o AHR A RS AR R E K L
A RURRE R P RE & 28 £ B3 E 6 H A REME IR - %
JR TR/ NGRS (A Ry T A SR e o i 7 R
THBCRITERNL (40 - T ERBLEER) Falh « e
T HA B 2 2 B GSRUGE - 2 B2 AR IREfE]
B LA € 8 T IR (scarring) o RHEY
15 i i P REE BT R AVIRFET

{HEEEEENE

TEN{ERGIR EFR THORE "2t A"
(acute skin failure)Z 9+ » HI7F & th & [K] 5 5 i7
SEBE B I A LY SR SR A A I 38 48 I T 8L
Bl 28 B RS SO S

it wo sl T Py

L i {298
\ -

B=: SHEXRRBERERANE - KEBEXRKEAR
BOMRKRBESERBRELR - RARHHE
THEFRRBMERRENBELRHMIVER
O
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FETEN G PEHAIE » 5 A o IR 5% B2 33 AL i
v 1T 32 B RS R B - (AR R 2k 25 T B VL 3R
WITHRE » & R A8 T 36 = B K (hyper-/hypo-
thermia) ° #3% ~ & HH BB E & (€ K F K
HAL - EEUMIKE) /1221 1& (hemodynamic
instability) » B A (fF 3R Bl 2 HER B 5
U8 (multiple organ failure) ° 17#1& N 2KAIH A&
& A R 8 4 (scar contracture) ~ R ILE
(hyperpigmentation) ~ t832% /) (hypopigmentation)
B/ Dy E(hypohidrosis)ﬁ@%ﬁﬂ{#ﬁﬁ °
ARAR

TEN G AN S (ENRES O 528 i E I 1R By
A5 28 (membranous and pseudomembranous
conjunctivitis) ~ FE & (keratitis) ~ 5P 5 Bl 1
i (corneal lesion and ulceration) * el i JJIRGE
iMmE; ERRB - £0H =70 2—1F1E T REH
N & R R R B A BB A IR SE (dry eye
syndrome)J12ESE" o KL » FEEIRATHARE &
FZ MR} B8 il A E Ak itz BVIRE BE B AR F 8 i
[SEHRAR 15 5 RS bt B AR A
(0K RIA

TENTEN IR AR & {5 56 B Bl SRVE RO R
FAME - HACHIEIE KBRS (cell cast)iE Rk
0Kz S E A RE ZE 1T (52 i1 R (atelectasis) ~ A
M 28 BANEIR B8 o FERMIERXOCF b AT REFEER
1 ML il 22 (interstitial pneumonitis) ~ 27K
Jifi(acute pulmonary edema) il 3 A IR 22 3 i (%
¥ (acute respiratory distress syndrome * ARDS)’ °
FEZMEI - B EE R AR R R I % (hypoxe-
mia) 7 2585 Wi (endotracheal intubation)
il 3 58 32 F57 (mechanical ventilatory support) *
i R HLEE IS N AR TENS R A 3 3 A i)
RESE B AU IEAE™ ©
EERIR

H 0% TENTA A & 7 A REERRE ~
BAEERARTE I  (ECIIE ~ B3 ~ B AR /)
&l A AT REZ R R © 1111 Bl e S R BEHY E 13
SR E A 3 R 7 e K e (dy sphagia) "B 2 £
AR o VAR AR A T RE g B FiEE
HH B [T (bloody diarrhea)® o [RINE & i #5 i 15

F LK {744 A3 T MEH

B 5a I HZ19E (Sicca syndrome)” o 18 74 f8 i
(chronic diarrhea) ~ BB %% (esophageal stricture)
BT P [E] R 75 (perianal abscess)HIl 2 Bt AR
HFEERE> © KEIES0%ITENSH A & HH B D
FHE BB » H B TR B A SO 2 03 Y fee B2
7 - HLETEN A & F UG BnEE -7 > K%
e R RS 8 28 i [ 2 - th A A% &5 TEN
T I e 2>
AR

% BT 1 UMLE (prerenal azotemia) B2 LR /N
15 (acute tubular necrosis)ie TENYJR A fx i R
A i G S E - S8 R R B CE TR R e 1 A I
) /75245 (hemodynamic change)? | 8B ik 11117
HEFRAS IE (renal hypoperfusion) i il o A
BB WS @ TENR A OF 58 B AR EK T % (glomeru-
lonephritis) * ] §E /& B TEN %2 4 5% I A
B> o G R TENHIBURSEYIAN © NSAIDs, $1
A= 3 BLEURR I 45 ) A7 20 R th AT e 5 | RS Sk
M T4 2% (acute interstitial nephritis) © 20094 (5
L& BB — R BRET STS/TENY A B B i O 5
FRRH BRI (B 1 o BT A 2 8 B 20.8 %05 A fF
B RIE ~ 3. 1% W AN LEEZBENIGE
(dialysis) o HUMAE ~ FHEHMELEY) (allopurinol
NSAIDsEZantibiotics) 8 H ~ 1214 & %7 (chro-
nic kidney disease)¥2{K F & H [l fiE (hypoal-
buminemia)’& SIS/TENY#H A {5 2k SE v i) Jg
VLfEbEAFC o HEAY - REIEEE R IR G EERUR
JEJRZE (urethral stricture) H{REE
MR

K2 B TENR N AR & HI B IR 52 5 T fF
B o R TRTERR A B & H A MmAEIE - )
JFRIRRA o K1 30% 958 A & ff 550 R E (K
(neutropenia) » FUIRHE A & K RJE T RERG B H [
T 368 0 i B FSC AT T ) LB » PR B2 o
KK 15% 09956 N\ & A 17 MEGE{E (thrombocyto-
penia)’ * 773 A % (3 52 1 D7 BE B 3 (coagulo-
pathy) BELEHLE 78 AYEE M1 (disseminated intravas-
cular coagulation, DIC)  RE{FHL 4 EKHT % (eosino-
philia) & B0 R Mg (f #E” -

TENJR A KB IENtv&% > IIERE TR
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B B R il (mechanical barrier) ) I8E » AT LL
B0 (pathogen)H T E#E AR ANHEIIEEE o 5
TR ST O R I 7 G BR A2 P > 04 38 B R 28 il it
o b M AR I RGE R B AG LR o BeAt - it
g T FE HHTENTR A S A #E R B 6E th B
38 SZ NI 153 1 KA 83 b (chemotactic) BL 7
(phagocytic)JIRERE 2 ~ IR R REEK S HIR AL
IR (LK B b L BRIV PR R AR o [RTIEE - 98 ABRE 3 OF
% g BB AR E > FEEBUmME IR o B ER 2
B A A E T R S B TENTR A JE T 1 By
FEF K" o 3 B TENTR A FUIE B0 B i i
FLAY 2 4 ¥ (i) %) BRIF (Staphylococcus aureus) i
#kMEAR B (Pseudomonas aeruginosa)® © f5 A FAJE
PPREHE A EH R~ WEIRGE ~ WIRFRMR ~ 15E
EBLERIKE B (intravenous lines) © {5 Al HH R ERIK
EAE BRG] 2 B MR R B A
ARG e

NEY
/AR

fESR H AT A TENE ARG T =
(B 72 Al A HI TENYR A EB 3% 4 A7 £ A B B2 Jig
B o H AT TENRYIG B 582 45 1F mT REAY 2L
TREEY) ~ TER IR I EAE FR S 7 0 B 1Y SRR
(supportive treatment) SLFE R (115 1F BRIHR 7 7
A [ (halt disease progression) — K J7[A)7 ©
EIEEUREY)

SLAME IEAE AT AT RERBUR EEY) » W] LR
WARIIETEZS » FHL LT - (H2 » Garcia-
Doval%F A\ P HHEEE TENS R AR P = I R
R A 53 B WA > A iR S B BUREEY) P =
R IR AT BER I AR AR M R BUW ZE ) P
SHABSEATRA® © bR 73221 HBUREE) 29t
TEVG R IR @R iR L ZEEE F B B0 45 ) v]
REH 2 R MERIBEY)© o
XEFEE

TEN & —fg A A B E B &SR E L
M EE > At AR A8 S E 0 T
SRR G INEE R Fr 12 52 57 B R B E B R
% o B ED R A OF 5 E B AR T AR o
TENJR A B B AEIG % /7 v) B 4% U2 15 1 3 A
BL o T A0 2B #0% TE T YER R 1T 9 P 5 B A ER5%

B N\ B /H LU 7 g PR AR5 T 0 4
FRF R R 9V ERE Bl F il (debridement) il B L
AV E BUE biological or artificial dressing)
LI T ~ FER &G BT 55 g &7 o
T fRHEEY) R R RETENRY ST Z — » AR LURCA
P JEE 2 590 A\ SR 0 B2 RS & Hysilver sulfadia-
zine FAYUA: TR EEE 11 EUR EEY) i) A Hfe XAl A JE
B > WEBH 0.5% silver nitrate3X 0.05%
chlorhexidine 8| {{&* - TEN fi5 A BLJsE 2 (5%
N—8k » REWK & IR Y B2 8 81 57 181
REGALR o R > LR FC R SRy 7K ) BLAfE FF
e A S R B - 1 AR o G R S A R
v B AR B =K o 7E R AT DS T E
WIBRE o AEHUAEZRIEH 7 » BRIEER RS 5
HEURIR N A PR ER - A 805 ~ B
SOEK ~ RFE ~ MRRERSEEAR - A 56 PR
PEPUARIGRE o £ 1 lE SR EEY TR 22 S i B
FEA PUEE AN » H AT E i HieE i A~ 2B 5k
fia T AN R BT R - 5 T D E RS e B
TR 0 OF S8 AE > ) B i 0 ) 4 C HE FH R 2
R B2 i W Sl 2 N S R IR R BE S T 0 o
HOHE R A PR R ERIIE B0 o PR IR AMERYE
% IR B 2 A5 HH B R G B SR L IR
SN LARS B SEH0I A T AT 55 72 (tip culture) © 53
S% > R AR ~ PRUR ~ BEIR ~ KRS B RGAR D
SOEITHIR RS 2 0 B EAS R o] MBS i R
B2 H K5

1 [R) 2 EE BL MG 9H A — 8 » TENJE A
IR F5 R ) I i (stress response) T 5 | #E A 73 1dh R 47
Byt o 5 AR % (catecholamines) ~ FA-HE I
(glucagon) B 1 K7 B R [E]fi% (glucocorticosteroids)
53 W HE I > {8955 A B = AR 8 (hy percata-
bolic state) * 5 E A4 1EH (glucogenesis) ~ g
153 ¢ (lipolysis) B 8 1B 7 A CE IR - ARk
it IR > WL P RE RS e 1 0 R DA K2 B S (E ELRE
RN SRR EEBENTK » g Edl
A FE4H (muscle wasting) ¥l % {fi X (net nitrogen
loss)VIEIEY o I » fEERE _LAG TR A L5017
BEIFHEEHEMLT (GLHEDER) - Ll
VA0 I A RE 48 B B PR 9 2K it AT DARE S B2 T 15
1A o {5 F 55 %5 22 (enteral nutrition) 1] LLEE
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s
HILE

e R BVE B R L - R AR S P L
BT o B TENJR A A RMRELNS 5 T8 O 5 iE
B e B R ST AT 88 - DEIRER L H DL S E B R R
Y BRI E  (parenteral nutrition) ZRH{ > © TEN
T N R M5 FE 2 (paralytic ileus) »
BHEZERE S o (U155 B W R IR - LI
A DL & UE S+ — #8158 #E B (nasoduodenal
tube feeding) » LU £ 5 ARG EE BAITUR -
e 2 e A R IS S Y
Y R B v W 6 JRU B = e A\ B IR
HITE TG » UM A rTREA BRI TZR - ik
A 2 LSRR E S AR S 2 (intravenous insulin)
IILABAGH A -

{EEEERER (halt disease progression)

FRAE H B A A TENRY B0 s - 37 % 1l
16 77 X8RS AT LU 2K IAZ TEN 1R - {H
& 0 iz K# i randomized controlled trails?i
s B AR — G T R HEE A 7
FA[EE (Corticosteroids)

FAE R AETENSR AR ERBA SR
FrERIET o G A B MR i HL A 08
YU R B GE IR TER > &Rl USRI THIMS
{LEBLBAIL-1, IL-2, IL-3, IL-4, IL-5, IL-6, TL-12,
TNF-a » INF- 7 F# R ARG - 72
B hakbe - v R G o] DABII T 5 | E
f"keratinocyte apoptosis™ + [KIItt » 7E3& LAy #+
R o FAEE — BRI TENTR AR £ 2755
Z— ° Criton, Stables# Tegelberg-Stassen=§£2&E
O {6 FH v A R P ] DA AR 5% B S AL
Ve B e B PSS S MBS A IS 2577 o R
5 HIR A 5 i ) A 7 O P v | s R T B (T
H# 5 1.0 gmiJhydrocortisone) & A & (£ 1 IE ¥
RO o WAL - (R HRKEEE IR HAH Y
B B (o P R L] B A & 9D TENSR AHY
FETCZR™ > R ARSI T RE & (HTEN 2858
N o (HEREAS R > (o SR
48/ NRFLL g iR BT > AR KRB - &
E AR KRG I TENTE ARIIETZST o fiff L
PR TEAS 2R > H AR 2 By SR C AR (5
FHRR S B SRS TENR B KRR B 7 200500707 o
EE 1155 (cyclosporine) ERER A % (cyclophosphamide)

@

DA

&

[
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Cyclosporing cyclophosphamide %5 /71 7
JEHNHIE] o Cyclosporinf] DL THE R Y #65 B4
B yE AL > [F] I 0 #0001 I A e 0 A b B gk /)
TNF- o B5EW IR - ot - EE RS E
cyclosporin ] LI CD 955447 » #51t ] DA%
TENHJHERE™ © Cyclophosphamide AJ LIl %
HHRE AR - e Rl R A apoptosis > 3t [T HII
RIZE AT IR /1 1Y) B2 2% S (cell-mediated cytoto-
xicity) * Hea%{#i 5 keratinocytefJapoptosisiil /D o
GV B 51 25 58 F cyclophosphamide $f TEN
WAREZHEREERFEYY - HZ » TEN
2 T ANEBR R  cycloporin i
cyclophosphamide {1+ 77 B =AY IRF ] A4 REE £
IGRESUR > BN BB ETERI I ~ B = > Bl
ia WA G RS E R AS 2 iR B TENRY 26—
PR o
7V F| %558 (thalidomide), TNF- & inhibitor

Thalidomide 545 5 77 #I1l| B A% BR B ik L2 BR
ST WATNF- o BHIL-6HIRE T » (K] #3875 ]
DIAR TENRY R 2 o (B2 » (£ HEF -
i 1 Bl 22 i 791 %1 B (double-blind, randomized,
placebo-controlled) it Ba W) 2t Feh & 88 3d » A
thalidomideiG# TENHY B Bt i A S8 28 1t i)
A0 2 AR T HERHL(83% Vs 30%)" = BF9E A
B8 thalidomide X I TENR A BLE 5 % 1)
TNF-« » MIAIFFEH AR Ik > Anti-TNF- @
PIH8 (infliximab)BE R AITNE- a WIERT » 0] LA
AR IR ST o {HI2 Anti-TNF- a JTHS
F g 1 S e e - (o VB RS A% s RS AL -
A AT BE & G 0o Rk R R ) B o A
F Anti-TNF- a JTSAGHR B TENA)Y 7 2 5 AR
b PR A B Sl R e B R A LA HRITE A -
AR 2% Bk & H (intravenous immunoglobulin, f&
TRIVIG) T SR

IVIG 72 K S RHE E B M R ol L 2K
A3 LA 1eGRE © IVIGR /T H &4 anti-Fas 1gG »
8l Fas ligand H[AHiF# 8L Fas receptor #i & »
AT HNHICDOS AT /Y A E MM JH T (CD
95 mediated keratinocyte apoptosis)(/ZI&E —) » {H
M RAGTVIGH ' anti-Fas IgGFR £:1% » HII L
THIHIHIIE apoptosisHIIIRE® © —ZH1997-20005F
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1 25 2 B M 14118 58 22 0 1T multicenter,
retrospective analysis #/T » 481 E TENHIH A
i/ 1 g/kg/day HIIVIG 1GH#E3K » FAIG A EE
889%™ o — 8L/ NIFAR I RFF 5 Bilps (91 i o5 th AR 75
IVIGIRTENSR AR 4 2 HARHYS » (Hi2 #f
FATVIGHY B8 FHRY Va1 & s ] H i e 48 7 B
ot AR N BB DRE R E R A -
Pl B TV IG A ZH /0 38 1l B il i i ) Ja ™ = i
KAV W PR 2 Bl B LATVIGIB R TENSR A » 48
11l Brown= AE20044F 5 R [ PERF 7245 H -
{6 FHIVIGIR R TENHY B Bt 78 U2 L IR
(41.7% v.s 28.6%)" > Shortt & ATE2004FH 5 —
TR BT 23 BT LR T 1644 (0 FHIVIGIA #E TENHY
T8 N B 55 91 164 R B FH A A B3R - WAH I A
FEIETEZR ~ (EBE R B ~ WOk s (o R B ~ B
HUMAE ~ % B oy B R=IaRy LA AR E LY -
DRI » 0 7H B B RO A B A% 1 T HE T B 52
A BEREMIIVIGIETENIG B /7 [l e &5 B LAY )
0o

[ 77 B 7 (plasmapheresis)

A LLER L ER 55 plasmapheresis B] LIZEBRAFAE
FATENH A LA H i 20 47 B 5T ~ BT
HE ~ f i B S A o W O MR R - SR
A DNHI TENH R R i o A Lo ol & thiag
£ plasmapheresisfETENFY S HAH A S5 16 R
B2 o A SR HIVIGE i plasmapheresis
A DUE R ARTENSR AR SE T2 o [AlERHY H Al
4 ST gk e 25 95 A\ BB (199838870 » plasmapheresis
(TR e B0 2 il PR AR I LA 3

FTCRKIER

SOk EAfEET » TENBYZREITE A RKI N2
10%~70%155 » SERUR A SE TR B R R I A
5 FILAE 85 2 B 3 B SR 0RO S E A0 i 1 2
(pulmonary embolism) ~ fifiZK[ifi(pulmonary edema)
SRR B BE % B (acute respiratory distress
syndrome, ARDS) ~ {f1Li# [l (gastrointestinal
hemorrhage) ~ 1IN Z &K 7e (hypovolemic shock)
Ol EE 8 L S5 R AT RE A B IR [R5 o
Bastuji-Garin® A 220004 5¢ H—EAE 24/ )\
IF Y LU i ~ D28 ~ TETEIERE 5L ~ 2 By

#_ : SCORTEN#4%

Parameter bak oy FAEIE TR
TEER > 40 yrs e=1:%4=0 0-1 3.2%

& 7o e REE e =13 H=0 2 12.2%
BSA>10% e=l:&h=0 3 35.5%
Bicarbonate <20 mmol/L r&=1 ; &=0 4 58.3%
Glucose>252 mg/dL.  j&=1: =0 =5 90%
BUN>>28 mg/dL =13 &=0

Heart rate> 120 beat/min se=1 ; &=0

HERIAITE(BSA, %) ~ MHRFEZF(BUN) ~ [MHE
(glucose) i [T H 2 filk I R ifE 1 2 &£ (bicarbonate)
S IE PR AT A FT A 995 17 1) e B R B TR AR T
Z3(A Severity-of-Illness Score for Toxic Epidermal
Necrolysis, SCORTEN) (£—)” o i A [RIIFH
@ LD ERY fa b R IRF > TRIS SR T 2R
Hor 2t o WWEREN T X E 6% &2 R R LA
HERE TG TENTR ARG o 11 [8]— {52 R
B GueganTF AHIEHIBR T E 24/ NF .29
P AEB =K (TR T LISCORTENFHEET
ESFREEAHSCR - th A B EH BRI
(Day1-Day5)HFGHE L &1 EL B — KRR G A7

+=a
(T3

B VE SR BV BRE (TEN) /& — {18 DUBZ 1 1Y
R BB vE Sl in R H B A ML TET IR
T B IR IR E R SR R CERT ST EE
TEN [ S0m IR 7 Fh 6 R Y 0022 I HE S Rzl
fit! apoptosis? (i€ » AT REEFFIRMBURER (4l :
HLA-B*1502) = EEMHBA  TENT & 0 5 52/ &b
R~ U ~ 3L ~ B5E ~ TEER R B 5 O
FEE B EE DK T AR BB 1 76 L DR
o i REVEBOLIRIA R UM AE Bl 2 Has B =
U o ATLL > TENASRE R M 1E — (8 B AR B2 S
RHEI - R — MR B 5 8 AN [R]85 B R A7
(multiple organ involvement)H") i © {EVAE /71
WA FAT IR AT REBUR A EEY) - 3L RN A i
FEINFES A P Blfse e (5 v D B2 52 BE B R B R 1Y)
SCFRF IR R B (F B RE A B R EE o n] DARE A
RARIIETEES » JRHE 5T - FERZ e 8 P (E RS
1 b A RE B B0 ) A AX U FERYBEY) > LA
%5 A TEN B g R R 58 bR 1 SRR R <
St - H R a] DUET AR 000 o R 1 R IR
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Not Just A Dermatologic Disease: Toxic Epidermal
Necrolysis from The Viewpoint of An Internist
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Toxic epidermal necrolysis (TEN) is a rare but life-threatening disease characterized by extensive
detachment of the epidermis and mucous membrane erosions. Marked keratinocyte apoptosis is seen in the
affected skin biopsy. TEN is usually drug-related, and common causative drugs in Taiwan include anticonvulsants,
antibiotics, allopurinol and nonsteroidal anti-inflammatory drugs (NSAIDs). Until recently, the pathophysiology of
TEN was not well understood; now, it is believed that complex immune responses play an important role. TEN
is not just a dermatological disease because many organs may be involved due to the release of inflammatory
cytokines. Thus, internists play a crucial role in treating these patients. There is no generally accepted specific
treatment except early withdrawal of the causative drugs and intensive supportive therapy. Sepsis and multiple
organ failure are major causes of death. SCORTEN is an accurate scoring system that measures 7 independent
risk factors and thus can be used to estimate severity and to predict mortality among TEN patients. Further
studies are expected to enhance understanding of the pathogenesis and will lead to development of new
therapeutic agents for this devastating disorder. (J Intern Med Taiwan 2010; 21: 12-25)



