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TITERERE, —&IIZEHIEN. CVSRREE ., i R a2 =,
Bl S NIk T H— M OBIEARD S55) ISR 5,

HEH & L CIERCK Tld tazarotene 2G50 & OED D D55, ARILTIELRBREIS 1T,
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x 1. EEARERERZHSREBERE—E (FR2157H)
(BESER MR EMBE. BaMRBRRIAFRESR. MAOMEMRERERICE T D FTIIR)

1) Netherton fEMEHRE
a) WHHTHRLIR A F 72 1 M R R AL BIERE D K 95
b) REHEIERTE
c) 7 hE—%FER
2) Sjoegren-Larsson fiEf5#E
a) JeRVEAm e
b ) TG R
c) HrkEE
3) RudJEBER
a) JeRVEAm e
b) TAMA
c) KEmhE
d) PERFEREACT
e) Zofh
4) RefsumEMEH
a) g
b) MR 5
c) RRgHHESR
d) /IR
e) Zofh
5) KID fEBER
a) FLEEREIRAAL (BHM. BEEB. EEHE. FHE)
b) MR
c) A%
6) Dorfman-Chanarin i & #
a) fgE
b) . B, IR, B, kR Z &~ neutral lipid iL7&
7) Zofh

Xk

1) & EZE BIRER T IR, LA, KEPRE, Fibwmss, LEEE HARE
FHAEBHRATA N T4 > REBSE R B ARALEE.  H R 4338 12008118 : 343-6.

2) WHEZE. SRR E (Congenital Ichthyosiform Erythroderma) #2Hro Fil.
H 2 4x5% .2010;120 © 2666-7.

3) Kurosawa M, Takagi A, Tamakoshi A, Kawamura T, Inaba Y, Yokoyama K, Kitajima Y,
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Aoyama Y, Iwatsuki K, Ikeda S. Epidemiology and clinical characteristics of bullous
congenital ichthyosiform erythroderma (keratinolytic ichthyosis) in Japan: results from a
nationwide survey. ] Am Acad Dermatol. 2013; 68: 278-83

FRARG R

1) FIL# 3 KIERSE R REEERRAL 2 AiE . MB Derma 142:21-29, 2008.

2) Akiyama M, Takizawa Y, Kokaji T, Shimizu H. Novel mutations of 7GM! in a child with
congenital ichthyosiform erythroderma. Br J Dermatol 144:401-407, 2001.

3) Akiyama M, Takizawa Y, Suzuki Y, Shimizu H. A novel homozygous mutation 371delA in
TGM1I leads to a classic lamellar ichthyosis phenotype. Br J Dermatol 148: 149-153, 2003.
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O) asmoFm

F—RA

AR, SN & 0 5o R E OB AR 52 BRI R A MR, Bk
L RIRRAEEEE . SRACERIE R M SRR RE . BEIRFU R T S R S AR AL B AE
033 o 7278, Ichthyosis Consensus Conference (Soréze,France,2009) O#r433E Tl

EACATRR R, SRR ORI 2O F TR . M7, AJEBRIE R M AR AL B AE
| 1%, FRR A (epidermolytic ichthyosis) (2. FEAIE T K M e Rl Rz 5iE 1
L SR PEMESHEEREALZIE (congenital ichthyosiform erythroderma) |ZE0fs 7=,

(FUHIC

R, AERRERTEORKEELT - WES T4 EHO2ICR D). ZORIEA T =X 4
PR SN DIZON T, R EZ D AA TR LWt WEGESAR STz, 22T,
20094F 1 HiZ. 7 7 ¥ A®DSoréze |25\ CTHR K & MEHEE, AILEREREDOBMZRNE,
BB ORA. THEWET L, BB —3IN2b 02 ERT % 72 ® @ Ichthyosis
Consensus Conference 23fA 1720 ZDH > 77 L v AT, BRERZEHR L2056, KA,
FERE A 71 = A LDV T ORFOAIZLZ I Adr, BURIZAIL 7287 L WA O EIEG 4. W
Bz ER L7z (1],

AfETlE, . B L0, AEHIPEEREORKEIR, WERERET - WES T BEDO A7
Z AL HEEDNT220094F 1 B @ Soréze |2 THRAR S M- FEISZ W 44, FTmEL IO Tk
RS AR

IR 4 S et

AR O R FIERE 2T 28509 b MBEERZ ED v b O IREEEASHE (Wb
W 5 fMEE) Td 5, Ichthyosis Consensus Conference Difiiam & LTy W g Rt (5%
SeR MR (autosomal recessive congenital ichthyosis) 21, ALKk R (harlequin
ichthyosis) . ZEIRMERE (lamellar ichthyosis). # L C. o RMEMAEBBEREALEZAE (congenital
ichthyosiform erythroderma) ® 3¥ENNE TN L T &R SN2 1] BT &%, ¢
S D IEK I B A AR KL RZ SiE (non-bullous congenital ichthyosiform erythroderma) &9
FZWL DS, B L R EERRALZ SE (congenital ichthyosiform erythroderma) (Z2FR &
nzmchsb (1) [1,2].

40 @ Ichthyosis Consensus Conference (2T, 77 F Y OERIZ L L AHE Ty Wi
%¥F4 & LC. keratinopathic ichthyoses (7 5 F Y EMMAEERE) 2572 1B Sz (1)
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(1o COAFEMHELOTIZ, 77I9F 1, F72Ed, 77 F V00O ERETFERIZES
epidermolytic ichthyosis (3% K2 @il fif 14 £f @ 38 ) (1€ % @ bullous congenital ichthyosiform
erythroderma, KR e RV BRI EN S U, 7957 ¥ 20 @ TFERIZL S
superficial epidermolytic ichthyosis (FELEMH:FE R @fFEMABHEE) (73R o ichthyosis bullosa of
Siemens, ¥ — A ¥ ARKIE A D STRR) BEENL (1], 79 F 2 1 £ 7510
ORI R (A7) 12X %, fit#k. [epidermolytic hyperkeratosis & 77§ F 2 (5 | &
FEE T 22 BEBEIE, B9 % Tl3. epidermolytic nevi (€57 Bl MEREBE) & &y 4 S 1.
keratinopathic ichthyosis (7 JF “iEM Al o—®E Lo asnsz 1]

®1. BARAR. BLFHERICEDVCECERENE GHERMY) D2009%F 5048, 2
W2 (FELEEHDDH)

oo Al HERTER I K AT
I . —fEm7% . SEOEWAEE Common ichthyoses
1. S MM Ichthyosis vulgaris WA FLG

(autosomal semidominant)

2. X EEMES M R X1 STS
Recessive X-linked ichthyosis

. #get R e KM i Autosomal recessive congenital ichthyosis

1. LRl e L RN ABCA1Z2
Harlequin ichthyosis
2. TR Gt RN TGM1
Lamellar ichthyosis NIPAL4
ALOXI12B
ABCAI12
3. SR AR R AR AL R A Wk ABCAI12
Congenital ichthyosiform TGMI1
erythroderma ALOXES3
ALOXI2B
NIPAL4
CYP4F22
M. 775 VEMAEE Keratinopathic ichthyosis
1. FRHz Rl £ e RO B KRTI
Epidermolytic ichthyosis KRTIO0
2. FRAEVESR R v e e L SR NN KRT2
Superficial epidermolytic
ichthyosis
V. ZOftoERl
o) ) VAR WA B LOR

Loricrin keratoderma

CHk [1,2]1 »551H
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x2 . WBARMR. BLENERICEDVICABBEIRED2009FMEIHE. 28 (F5b
DDH)
iE 5 B IR I R AR
1. XM e X-linked ichthyosis syndrome
Recessive X-linked ichthyosis - X HEH 1 STS and others
syndromic presentation
IF AP JE R X ST MBTPS2
Conradi-Hinermann-Happle fEfE#E (CDPX2)  XHEHME EBP
. w gt e B Autosomal ichthyosis syndrome
1. HEREZORF 2O b0
Netherton fiE f##f (it RN SPINK5
Ichthyosis hypotrichosis syndrome R NP ST14
Trichothiodystrophy with R NP ERCC2/XPD
congenital ichthyosis ERCC3/XPB
TFIIH
2. BELMBEANRELEI DO
Sjogren-Larsson i e #E R NP AR ALDH3A2
Refsum JE RS PHYH/PEX7
MEDNIK i f5 # R 1 APISI
3. HHHEO LD
Gaucher JEfHE 2 1 (8 SEER N GBA
Multiple sulfatase deficiency (RN A SUMF1
CEDNIK JiEf# e RN SNAP29
ARCEMERE gk VPS33B
4. TOMDEEZME) LD
KID JiEfi# e RN GJB2 (GJB6)
Neutral lipid storage disease with (R LN A CGI-58 (ABHDS5)
ichthyosis
Ichthyosis prematurity syndrome R NP SLC27A4

ik [1.2] 2551
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BB IRET

FEORZIZ TN T, MWIEEERE 25 b OFAEREEECTH Y . ZRLEREZET S,
SO BN REREENEEN L, KFEHR DL DITD VT, 4E O Ichthyosis Consensus
Conference Tlx. R2D L HIZF LD HNT,

=]

4+[a1® Ichthyosis Consensus Conference T igam Dt F. MO S5 EIC B 5 O
B FHOSTEWHOMBICHIET 5 2 ENTEDL L) 7, BHREEHOSEIEE SN
2o TOAVRIHA - TV—=TOHWIE, W ODOEBIBWE T, BT & B/IET
LBERBRIZHEDWTREBIICEL &) BMRELBEFE L2, ELWHIIZEZ Lol
KDBWG, DI, HRIGEAERT 52 & Tho7zo 45D FIZAILEEEDHREH
IZOWTOEFNIHELIIONT, FEREICE-TH, BIRFEICLESTH, 2L T £,
BEIACESTHEYRT L, Ambiit, WEGHLE LT, COHFFEIEREL TN
PR S NS,

SRR

1) Oji V,Tadini G, Akiyama M, et al.Revised nomenclature and classification of inherited
ichthyoses:Results of the First Ichthyosis Consensus Conference in Soréze 2009.] Am
Acad Dermatol 2010;63:607-41.

2) FRINEE, Ao LW ERSR S & WE45%E | Visual Dermatology . 2009; 8 :1126-30.
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Q5 ORI TCIEFEDKRIFIERDBEEIH ?

Q8 ZORKUFESVSIRBZEEDDTIH ?

FATAEWELYALASL

Q1 ERERSBIEIRES

Al 2BOREDLRED. ROIDTRPTHIRICHEZEFNDE (BEH) OFRTI. S
BTDES[CHESTHBOREZHE (DAED) ELVFET. KK (KE) HTEDKE
BUERMERBRRLIE (RERURIESREIRD . KB <MD SNEN IR R BRI
B (SERMERBFHIRALE) . RoDE < AROHBIRFHIEEER (K50 &3) REH &
UK E<LBLEIEZ S SROERDEVELEHEERE. MBLUNCBBCERDS SDND
SRR CHTONET

Q2 CORIADFBESTAREDLSLNDDTIH ?
A2 BREDHATIHE. 2ETI00-300ALEVDBESANNDEBZSNTVNET, Ffe, B
ZIFFFEHEVDNTNET,

Q3 ZORIDEREFDOHO>DTNDDTIH?

A3 KEIFRK. BN, KMEBO3ENSHEDET. REFROMUCHD. ERTRETEHMHE
EPOAILR, ZOMDRYDGRITEBAT 2DERHE. A SKIDEHELENLSCLTY
FY. BEDHZDESCLD. 2LDRIDRELDH > TEEUITH FSERIMEREIBIRIIY
ETH. HOFEDELFORS ER) HHASHICINTEELRE (R, CNODEGTFOR
BICLDREDOEREREMEEDN. BRICEDEEZSNTVET,
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xR REBBEORIEEFRROEIGT

] B [RERDELGF

KBRS RIERBIRALAE (RERERIESEH | 75721, y5F2100 y5F2

FFKFBBISER M BB R B hSURIIEF=F—E1. ABCAT2, ALOXES.

(R MR RARALEZAE) ALOX12B. NIPAL4, CYP4F22, LIPN,
PNPLAT. CERS3

RN hSURIIVEF=F—E1. ABCAT2. ALOX12B.
NIPAL4

B LR R ABCA12

Q4 ZORXIFETITDDTIDH ?

A4 FAEBDEIFHBOIMEDHIIRN S TETVE T, UEDUEDDHIRICIFREIEIEINSEBDD
HH. RBEFEVSBDZSATVET . RBEICIFETCBERODHETHOELFHADITNF
T, NEDREBRKIF2HDBREMEEBMEXY. ZHEFXXDEREENSTETCWT, A5t
A6AHDFE T, BN FHRZEZRT ICIFRBOBT EFHRDOMFHREIT S EDVETT . 5
FEMFFHRDPEICKID, RBEOHNFDICTEDFTT (L2HEDELREHAKE 1 ROMRER),
ZUTC ZRBICRIDHUVESRNTED L. RBAEDHIIACEICEDDTT ., DED. BELIEFR
HEBROBRBNEDT OTECDHEWVND CETY ., 46RDARBFIF2ZAZIRN 5234 %
BN ORITHEXT. 1 BORBEFIRER. BHEKRD 1 WELDET,

TR REFRALEE B REBEDRICHIHEDBLCFDEEICLOTRRIDHIENDIH D
TWET, KEAERERERRAKIES. BREFDEID 1 HOEGFDIE. £E55h—
AICEREDNDONERFLE T, INZEREHBREELEVVET . WHEBIRIDEITNE
RRDFHRIFEAEEZR U EICEDE T, WHRO—AHCDORIDEGE. F)DiEERT
FHIGECGLE T, Bxhld1 0 1T,

ZDEDFERMBBBRALLAEE E D 1 HDOBELFDOIE. WAICEEDHNIEFRLET,
INZBREFSHELEVVET, BRIFETTFOREZ 1 HOOIBZNTN 1 DIEITR T
WETH, RRUICEFEDE B, INZREBLVLWVE T, COBAE(IE 1 /4 DMERTFHITRS
HTEY. Ffe. FHOSBFDFRAECEDE T,

Q5 ZCORICIFEDLSIFERDBEXITH ?

AS ZLDHE. £EFNCEEDOE2FDRBHIHRED. BOIDTRPEIDAIR (BEBE) (75
DET . IFKBIRIREREFRALEE PERRBEORS » AIFFBEATHROD HBNERIC
BFENTEFNCLDOTIOIVA VREFENT T, KERFTRMEREERRALZAECIE, KIS
<N K@) PHELDIT (Ubh) BFHONE T, IKEEEEHRRALEE B LAtk B C
FEICPLBEUDNZEDRD. BEREFELED. FOUSPEDD SOFENETHELED
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Q6 CORITRIEDLSIFREZT DI ENHDIIH ?

A6  REORAEERME CH L BRI BDIC. BRMBEEZRE> TS <KEEYOR>TH
NZPTENDOFT. Ffo. MBRBFEN SBETZBOHUTBENDIENDOFT . REHEHH
SEEDBARR. IR, REPEENELEICHD > TRELANDOBIOBEDREEHN D
BETDTENBOFT,

Q7 ZCORIUCIEEDKLIFBEEDHDEITH ?

A7 FHRILARERIE L EERZEPDOIFOEERETVET, BOELLTHUFILERO YUY
PREFFSEDABZ EN TR IR ZE oD, EHREESYZVDI3KEZE>ZOU
FI. TUFILERD Y VPRZREICIEFRFEDHFSND MDD ET. SUFILEDOEU Y
DEAENZEDEFHER (B HET. #HEl. FOKEE) BEdIENHDET,

Fle. BEHAESZVDIREFZCKSABEAT D EMBRODFDAILY D LEED ENDDT
ARDRETT, RBPEEUVCEYIVAFEE (LT /A R) ZEDEDTDHIENHDEITH.
NEICBIFDRREBEPLBUDDRNEEDENERICEIRENMNETT ., Ko, HBFPIFOE
WICHEZRFTEHDHENTVEXTDT, BREDBICAIRZE POIEIC—ERRBIDBHIENK
HHNFET,
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HHEICEDZEDHHDET, FOUOLPEDEDEEBIELLED. FEOEEIRIED L.
HELEPHTICES, Z2REOERBEESET. SROBMBUICNDZD, FEMERIC<H D
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