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(ZJ Netherton’s syndrome
Comel-Netherton syndrome

(ELYIH 256500

LT HRIT AR A SR, SoR M SRR AT R,
EELRE, MHRE, 7 E—HRER,
EE, BB, R B USh, B
2>

et [EXIRR, 7 UILF—HRR, AREE,

N7 = BERR
LEKTI, SPINK5 &IGF, RKEA
BREER, RE\UPEEEE,
SEIEIRE
L=

o I N7 faEE R EE D — D TdH % Netherton
SiE 5k B (NS) (Netherton, 1958"; Wilkinson 5,
19642) 13, ERRMICIE @ R IEMEHE, © F
R, Q7 PeE—FWE 3L T2 (M
B.

o272, BT AMICX > TId T PE—Mz
J§% (AD) OEHEROANHILZ LD H
D, FEBIZAD & B &2 TR 2 4R
bAaSND (F) Mizuno 5, 2005° : Mizuno &,
20067 ; AKEF S, 2006 A S, 20099). D XD
T B 1T0E, NSRRI 2 AR IR £ i
(ILC), *HitEZLER & O RAEMNA N T
H5b.

CEERABIE, MRS SEES
Netherton fE{=EF

0. FENERE HMTRRESHE 7 NE—RERN 5SS Netherton fiEl&EE] DIEH

==

o Wit ke s FIEIX 10 T ADOHAITD
% 1 A (Okkerse &,19947) & Wbl TW5b,

| mE

o K g ovy v 7ur T —EHERATD
% LEKTI (lymphoepithelial Kazal-type-re-
lated inhibitor) % 32— N9 % SPINK5 (serine
protease inhibitor Kazal-type 5) DE{ETZ
FUZ X % (Chavanas 5. 2000%).

© NS Tid SPINK5 DR TERIZ L ) LEKTI
DFBPEETELIET LTS, T4bD,
NSTIEARBHMFEROMEERZAT 5
LEKTI O RbN T b 720, MEOHR
TR0 - SREIEEA AR U, FEREOMIE N THE
RERESEDS A D NS,

| maEAe

B EEFRR (HE %)

o SR O LK B0 B RS 2 S D
OPEMTHY (BA), fIEEEIHANT
WELTVWEZEbd 5.

o X5 IFHLROLLE L B LD ZEM %S
MR DR T % 300, BRI 47 L
SEHE LTV 5.

o By 1O MR 13 NI DML B &



2. fEEDIAEREE, ERITRRINSREHED O5E D Netherton AEIRET

il /M Netherton SE{REEDERERIR

BEG  EZREERELLT (A), FRICEAHITRKESE (B, CDXHE) TPEEDESRICER T ISEZRE
NREHTH 3.

EER  HEBER L VEDS, EECRERESRE (D). 48 MERICBUEAMOEII, EBEBOIFKBIEXRESR
EBIRAIEEDRKEEZEL TV (B). OFRPSTOEWMALEICIEUSA (D, F) PaS5hE.

b5, o {hPriiRfaime (ichthyosis linearis circumfl-
exa : ILC) 1 Z U T AEOKITE, Bigs
l EEEFRR B LN A @ Rt S LA AT )

o EMAEHTIE, MEMIBNICEBONE#EAS FRIZIEBAIRICEERE L TB Y, BRIMICEE, N
AL, MIEREICIZaN A+ FAEY —ADH B LT b7, “HEEHEH (double
Woigh iR 55 (A B) (shida-Yamamoto edged scale) EFEAEE ﬂ"CV‘Z). FOLED
5, 20059). BB OGEE & ) R HIC b E LD 2 &

7dH% (MA~C).

Iﬁﬁﬁﬁﬁ% . RS ° ﬁFﬂ(@ﬂ%fﬁﬁ'@ﬁ#@ﬁﬂﬁﬁ (nonbullouis
congenital ichthyosiform erythroderma :

0 EXR MR NBCIE) : R 5 4 H PO F AMHICHIAT,
ONS TIEREL BT TTRD2DODY A TDRE wIE 2RO B, FRIHRER, B MR AR
B S A B D (Mizuno 5, 20053 ; Mizuno 5, DPEETH Y, HPERBLOEM R SIS

2006 : KB, 20065 ZHE S, 20090). TWH 1L AbHSNS (lD~F).
TELTHHLZY, HEICRITTA I H 5.



I 7 hPE—MREREER e EETNTFIESIFVERSE

A EREPmR EEEMR

KE TR ERRORKERICINA, AEMRR; IR T 2REMREIF A 5N (ADKHE). BBUBETIRE
HNELE~ABICHSIZINEXFTIEY - LORBNEREN & 507 (B DXKH).
EEEERRBUABETEIZHORBEE LTRBO SN (C; MERE), EXREBRTCEMBAMREL LTHSNE (D).

LE= -k

o HAEEBITBR R IR A5 LT
B0, BREEEIAONEZWIEDLZW,

© AN 2R TIIAE BRI A LIS — B, 4288
HEAAEL, HAELTEBRIINET, &k
THRRBICZ L <, MAs M7z 550 7% & Tl
BHHELTLE ) OTHI Hwe.

o MBI TBIER T A L, TS OERIINHE
AR, #EHIR (bamboo hair) & 72> TEY) (HC),
FERR I T B 0@ AN ]2 -

THaAT AAMZE (trichorrhexis invagi-

nata) £ LCALNS (HD).
B, INOSOBIZEEZICES T, HE,
BEEICHBND.

@ Box1
NUOX3E—
4 —FEZXIE— %{f > =FEEHEE T Nether-

ton IR DEEZEE DBS2M Z 1T 1-8E
HA 5N 3 (Rakowska 5, 2009'9).

B 7 rE—RE

O AD IFIZEALDEFIEL DD, HERE, A
HIE, TUNF—PERE, BV L
DT LIV F—ER S HEN GBS 5 (Netherton,
19581 Wilkinson &, 19642); KEF&, 2006%); K &,
2009%).

o AT R Tl AP R ERIE 2 132>, Bk R
WX IEF#PAN T dH o 72 1MLiE IgE i, IgE



2. fEEDIAEREE, ERITRRINSREHED O5E S Netherton AERET

7 NE—HRIER EFE S5 LU Netherton FEIRBEDERKE

5 %iE mOABOKEL (A), MNEBOEZERE (B), MBEEMIERE (C), ARDERDMITIKESED
K7z (DDXE) #5135, BRIICIIBHPEEZICHICETHREBOON LD 5 /-

Box 2

Netherton fEIREE(C 77 FE—4EREEX = SR

NS Cl3ABDOBRIFIEEIC &LV KBERSTICE S 55, LEKTIRREAD 7R 77— EiEH
FEREORANPBTB EL>TWAED, ADY EZEMH (PAR-2%4E) OBEEFE L THEHL
FELPTVWEEZSN TV, E/, LEKTI TWAEDHREDGH B0, b TY U HEEEEIC
BHE LR TCORBIAIENHMONTVNESZE L 2ZRMEELOHEHP RS 5 1), AD 5]

»5, THROKRABRECHELS LT, 7 hE— TR L TVWIAIEMDIERH I N TS (Briot
ZREFRELTVWBDHLEH LMKV (Chavanas 5, 20091).
5, 20009).

RAST OfiEins, G E LM C My, R W,
R &S S YU LTt 22 D
L RBZBRPALNLOT, EICE=
FY YT EIT) L XV kS, 20069 ; 4 S,

Iz 20 @

20099). B 51 LEKTI FiifFIC &K B REReE
o ft \DFR 13 LEKTLZ IR E L v Fgo
I Z0tDER SRS, WP RBA A SRS, —F, NS

o AR, (RO, RORREEE, RERERE, JL7 3 BHETILEEFERIC X D EBEPMET LT
JRIR T &R BRI AR B 2 EAVS T 5728, i LEKTIHURIC X BB BOSIEEE L

9



I 7 hPE—MREREER e EETNTFIESIFVERSE

I3 Netherton fEIREF DIEEZEID O D7 IVTU XL
1. ERFRE2BT
1. Netherton FEI&EED 3 #iE

O BBERALRIERRKE, TR AR s
@ E2EE MAMRE, MHKEL L) ¥ A

@7 rE—FE (7 FE—MHEBEL, WE, ERZEEE)
2. Z0Oftt (BEER, A7 I /BIR, 1FEETkIES, Mi5IgE LF 4 L)
1. #Bhaghr (% B)
1. XEEFR (AERTE CFENERONK & AEORIBHE)
2. EVEFfR (ABRTELENEBROERELHMET X EY — LAORHHER)
3. AEOEREE (BB N 7L U HBREEDOSE)
4. B (LEKTI ORBEOEKT, jHE)
M. &f=Fak (% C)
1. SPINK5 D&(=FHEMT
A BEWN %A 5 HIBERBMINTEE
X B 2MOSERRR & & 2 MBI RIEE
% C 1 SPINK5 DEEFEEFRETE 158 I BHHTETE
(KBHBAE, 1ZH. AREEE2006; 1161 1319-319 & ¥z
BaREIIC | D BBUEDN 7 A A LN EET 3, HERL S TR TOERIF &SN
BEFIIC LAV EL, EE2EE, 7MNE-—MEBEREERERBPBLEICE ST
MHTHETS. £/, $HE - BREHICA->TIBENPBILA-E L E->TLBERD
FEL, NSICEEMNAEZEEXFEORRABREIREIN 2 &, AD £8B2280
BEEZUTVBOAEEML S S, COOEESBICSH o> TIE, E£IE2RE, K
BRERE (tEE, E1E) A EICLEBMERCEETRMOBEREZED TRAEMIC

Yl ¢ 2 BN H 5.

LT~ L3 52D T, NSOAZY) —=
TN CHHTH S (Ong 5. 20042).

| BB ORBEREY

® LEKTI ®ZBUK FIC & ) #EAREHTIE MY
7 B (KLKS) DFIBEREFG A SR & 2
D, fEORWE, RS 5.

o ZD7, BENPORNLIZAEO M) T v
MEEREETE AR EE (Boc-Phe-Ser-Arg-
AMC) %flio THlET % &, NS TldfHH
EHBLCELLRME 2 5DT, NS OffifE
BAZ)—= T L LTHHTH S (Ko
matsu 5, 2006).

B & TR

® NS Tid LEKTI &M% 2 — N§ % SPINK5 &
BT V=037 VERRF Ve v AR,
AR XA (Chavanas 5, 2000%).

Topics

E, peeling skin fE1&EF (RIER) DERE
PAWXATFRED CEBETFEETCHDIZ ED
BES 2 IC k- 7= (Oji 5, 2010'9).

2

o ELREOREIRV B 727 v NS B E T,
AD (H) %%\ AD %44 L7 NBCIE %
EOBWEZITTWALZEDNDH D Mizuno 5,
2005%) ; Mizuno &, 20064 : K% &, 20065 ; &,
2009°).

® peeling skin JEMERE (JER) X, NS & [lkk
WCHESE AD 2 &0 2 B RIEAEHETH 5 25,
EEZRFLEAEILE VD AD L3S T
WHZEDRHDH (0ji b, 2010).



Im
/a

i zx+057

o AR TS AOABR Y Y T—% 1 H
2 [T, AR Vv T — IR0 b o
2R L, ZOBIIIEF O 2 f5ET 5.

o=, NYAFTA M EOREBUFEIE, TEA
PE YRR 5.

I SBEE

© KLBE, FRFEATL L WEICIE~ AV 7 T 2D
ATuA FEHKREZIHT 5.

oG, BEE, A INADORIEG: Ea%Eb R
AL, BB LICADRETHIREE, Bt
B, YAV AEOSHKE LT 5.

oy rul) ARAWKE (Fu bty 7®) O
HHPTRCIR AR O B2 95 1213 E A3 5 % (Suga ,
2000%), #EHEIZ & O MHIREE B X 2 ST,
BEBEE DT DI SN D T2 ORI A 5 T
Wa.

® 27 a4 F§F Tl Cushing JEMERE, €4 3
Y DB TIEE A VY AE, ) FOVER
7)) TIE ) FOVERPERIC X A AR 2
ERELDWREED 5 5.

© TG LT AN G AR & &
2oV, ZOMAENLITIUIESN7E]
ERIZOWTIHEETRETH A ) VAK S,
20099)).

2. fEEDIAEREE, ERITRRINSREHED O5E S Netherton AERET

B MEREE

® Hi7 LVE—3% LIRS TR A
RS, BEBLTHEL H2 ot 2
53 LT 5.

o HIE, BEW, WA NVAOIRIEG: EhEibh
P, BRI DS h TR,
BURE, BU AV AROWIE G- E4T

I Zzofth

® PUVA ®F 1T —/3> K UVB 7% & DA 5
DTN L7285 H33 % (Manabe &, 198319).

® NS A TIHRIRAEIAWEETH D, &l - &
JEDSEVE T LI2IE, BHIC ) DB BUE
REELZDT, FHERIZIZE oA, #
WHTA ANy 7 ERFIHEL, BRI OES)
T, TESERS ROV EETIT) L9 12
RS 5. WITIEORINIIARZ A TR Y
WO THEET 5.

| P
o TRy - HIREEE, IR ORI
JEAGEIERDLETH H05, ZO®RILLA
i & & HITTERDEEIRT 2 Z D%\
CHHE HE)

> SBRISER (I
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