(4) Fot-BL0RmRE : B 3By TA—IA )

KFGEE A EEHEKBEE (EXMAEE) 243

nE

POBLARIGZ BT, RERREE (R, SREREEL WOEIVEZ
&) &A1), HEAEUIFE JEB & EOBEEMIIE, HAERZ
bITbh s,

3. RERERRKKBEIE N

dystrophic epidermolysis bullosa ; DEB

Essence

CHEMEERERAT IRBRMEBRT 53R IS —4
CBEFERICL Y RE. ‘

e LBIIERTABERKL, BHE (21 Zp417 28 ®
SEEEET. Nikolsky BB,

o BREHEMEGEL SMEEI 5 5. SIEREDE S FERK
FERSERET, HUOMACHE R MBEEEL 30550,

wH - 958
K LEE L OEEIIBVT, ROBEEAGEEEL LT m
AR HRAE (anchoring fibril, B1.12, 1.13 2H8) 23 5
VIT 25— 47 VBETOERIZE > THEL D ARERMEDON L,

b
X14.12 BHREEERREKBE (dominant

TEBAN AT £ ) R TICEBAIER S WKE A LD (K14.2 dystrophic epidermolysis bullosa)
BI). HROAEEEE BEEERENEAIE (domi | Ly RoearMbSBi (B) OABERE, b:

nant DEB ; DDEB)) & %M (951 o2l 5 R 22 i K e
(recessive DEB ;: RDEB)) #%% V), #1512 2 2 KE)
S5,

(Of#43 DEB (DDEB)

Wt ARE s, HER~FURIRICEE. USRI £ <
ORI L, L &% X729 0 ORE8BIC e 5
T AH00H 5. BRECREZERT (B14.12). |
BIENRH D, e & HIETLERNSH 5.
@5 A RE RDEB (RDEB, generalized intermediate)

VT —7 >0 rild b, ee&kiixr &3 &ET
ERCTE R0, MRNEEEIZHETH L (K14.13).
FAE L5 RDEB 12 ok L CRERIGEE <, FRBEERA LT
BBEIRIC 2 5 = B 42 v DUATIE Ik Hallopeau-Siemens %1 & I
Feikanyes
Q®EfEN A RDEB (RDEB, generalized severe)

VIT 25— v OFBENEEITKIB L T A icEwER. Liar
1% Hallopeau-Siemens ! & I 1ZI T\ 7z, A TFE R W LAGE
LD, WIOFEE Db S TAAR S AR, 1A 14.130)  HPERBEERR B ABIE (PEER

FN . " B ‘ - 8 RDEB) (RDEB, generalized intermediate)
FRICHE DR LIMBLL, Wik, PRERROR 2R, JRIHIEE AEHMERELEC LD (K.



https://www.derm-hokudai.jp/textbook-md

X14.130 HHREBERIREKBELE (FFEENREERDEB) (RDEB, generalized inter-
mediate)
REMKEOME, FROMEEBDZN, ZTOREREENRE RDEB EUNTEETH .
VIS -5 ORBIGBIEL T2 HDD, TLITIEHERL TULEHEL.

d e h

1414 $HRBEERRBKBE (EENAFEE RDEB) (RDEB, generalized severe)

AETREKBPESIEBHD v (). RREEHICHEAMDKE (b, c) PRI h 3. £H5DOFERLKBHK (d).

FiE BUOME (f, g h) zZ@BH3.

W OWEAL (o),




AL THRBEIRE 225 (K14.14). TN, DR, A&
Rz E12b % A b, FBERECHTHEI R ) 23
VLIRS & o TOAEIRIIEERT, AN DU I IR SRS
RS (EICHEBGINERE) AT 5. BEE CHEEIIIC
ELILbdHb.

REFR
HEPUAREREZIC L YOI 25 — 7 > 0iEs, &5 IdEE
DEEEMRT L ENPRDIEETH L. S HEMENIZITE
BTKIETH Y, BFBEMEE TR TS 5 EERD
BT CHRENZROSNS (K14.15, 14.16). (R MM L
R EDIFITH 5.

¥

Lij

BEIRAEIR, HOGPUAERT R, BB R &
RDEB & DDEB ORI D 72 O\ fm T A RO ENLE R
Gbd 5. RDEB I L TILIRE R H MR FRER, #E
AR X BRI TN T\ 5

aE

Yo B T RV, BB BN e ECTRFTRE 2T,
RDEB (Zxf L CIdHlii, REEHHMIIZATS . AR
BORHERO O, EHWICESE2BRTL2LENH L. K
B CIEERARR MR I b TN 5. TFIIIR o T —
TR I R, SRR, B R

X 14.16 HMEREEERRKKEIE @'E?iﬁfi’&%f%
REBIFMNHEE L THY, BER (KR) BETTOKBOMKRE#3.

KFGEE A, EIEMEKBEE (EXMAEE) 245

X114.15 %ﬁ*%ﬁ%&i&’*iﬁ @ﬁﬂ%ﬁﬁﬁ
B LERETRKBERD 30, BEENOREMEM
faiZmiE Dz,




d

14.17 Hailey-Hailey 5% (Hailey-Hailey disease)
a, b:FEBONKAE, U5 A, BME, BEORK.

c, d:RE. dEFhTIEHZY
BEELBZEDHB.

D& KK

V= ML EOH LWIHRELHAALN TV,

b. ZDbDEGIHEKBIE

other genetic blistering diseases

~U- A U—

Hailey-Hailey 7@ Hailey-Hailey disease

F&E : RIEMRMEBMXAEE (familial benign chronic pem-
phigus)

Essence )
o E L B DI L Ik TErERE L, — BB
Bl

o BREABILERETH B, 30 ~ 40 R TRET 5.

e AILMBEA GO RBO NN I LKL TERET 3
ATP2CT BIZFDERIC L) RIE. ,

o FHEM B IELE DM B EMENRK Darer s (155
p.279 ZER) (XL

o AEmIEXFO1 KARAE.

R

PR C b 2 AT RS 360 L o4\, SRS s,
BUEED, ITH 7 & OBIRET I HFSE L, STHE & IR L
CHBIT 2. A E SR TS AR Y, Ui
S, GFWLA, IRSAND o THE | L 72 BT
FHT 5 (R18.17). WHEd ). LA+ L OIS
I B DT 5. ERICEAL AT R 5. W
I, S, Wk, SEIMEZR B CMES 2

RIEFRR
T OWRFE O R, EEEE FIZFREHNZRE (lacunae)
PRSI, TOHEBOEMIZINS 1 BOELEMIIED
NBERFENEW LHE (Vi) © X )14 2 5. Darier i
T BN FE ALl ERA (grains)) b & ZIZALNS.

Hailey-Hailey j& & haploinsufficiency MEMO [





