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A& H 2008 FEXT RIEMERLAEIE (BB 2Wr i/ B i E PRIt il e HIF 2 ),
I T — S A ) FE DR RS PR IE Y . [RIA, 78 —L8 DART & iR i e 2 v R B T 8T il
PRFTH

BEr: SETHIGRR > 22805, BA 14 L5 EB 115 BIE pp 13510

LR IR IRBCH SRR R, RATNE T — R 285k CRIVEEVE T . X R
TrVEAE T 2 FEIX S R . 2 BB 2R (I 4G J7 RSB IR B, I PRER BRI AE i O
o5 2 M) Y B R ™ B R s R e P B R AN RIS ), AR, BB A A LA IR RIS,
AHSCEL R A ZRAR KA, Ko (WA HIIE) KA.

JFIRHME: Ay T R EMAE T 2013 4F 6 H Z BT A R AR EEE . S X — 4%
SR T RO, ARIRATRES A HMEIT .

L6 X BHER I 0 07V RLZAT I PR BB A FOF 5 N B A - 20205 1k b [ i) 5 1
TH—F EB ARG R R B 2> FAFE, H H A 2BE5 0 208 R3E, RV LAR 2 SHE.

FKBZ: 2% LW BT RAE KEMRIIAE; R LR RSk

TR M A R R B AAMRAE (EB) FA ML Y0 3 1o 388 A% B 5N 25 1525 PR i PR R
Bl BRMEH . B AR T A A NS RORE . E N 1962 SEARTE L7 R BE T
XS EB iy RLASKR, BEERATHY: . QA RR¥E. ko TAEYZERECHE R
TFImPRZ W R T AR, BRATI LA AR P00 B AR SRR A LER (0 R

H 1988 4 LASKA 1 WU IR 5% T 2 W A7 BY ) PR iR e i, Fe bl 19— 0T 2007
SEAE B AN GE NI BE ORI T UMOHT AR PR IUANEOR 2L . 2013 £ 6 /5, —4&
T2 1) BB & SR AR EC I, H k% T AR B AR SR B T BB BF k. B
513 5 22 SR R S RUAE 7y S T R R0 JEUA

B2

o HLEREPRIGRS BT 2B B AL 2008 FHRZ )G, UKL T2 R IE

ORI PR S FAIE FR) B 22 DRUR R W PR AR B o
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FE EB KA

PATER AR AT B AT D AP 3= 22 BB RAIR A BRAil BB (EBS), X5 EB (JEB),
EIRARAEB (DEB), & IREGEME (KS), XFER LS U453k il p A JE A 2 2 STk
PREEESE, BiibEFE, BB CFRRIMA, BRI\ EILEIRKR TAES, BURFHLAAREE =T
B A B A ARFTR I . 1B HS0X L4 FHAR EEA AL, I nTREXT S (I NG B Ay Sk AR5
i) .

EBS 046 BT HUBMIE P AR I8 J= PRAE R IR EB ERY . k& BB 432K REGLHT,
FRYEZR B LRI L BE2A A0 B, EBS HE— 20X MR R AR RZER . LA A
1 EBS #RA “epidermolytic” (¥iE: AR KM EE, XPIUEAUER, FONTE
EB AT AA]—Fp S RN Y o, 20 A 0 AN A = R AE o JEB BLFE Bl K T BT B IR AT
AR FR RIS 23, B SEJEC B IX A B AR AL I A5 EB E 2. DEB C LART B #EAR1E “dermolytic”
EB) B4 FT A KBTI AT B R B3 CRIDATR 5 SR o i Sk 2 e I [X s B AR 1 EB Y.
i, 2008 SEBEINE] BB H & REE A, IR T — RS RR IO, HAFEZ BB Hh iy
PRER (i LS (R YR U AR TR T S JE I IX T/ Bl B JER R s 2 AN 2R, T AME HoAth
EB R —HERRE—ANE RN

EB FJ2 Wil
BB FRIZ IR 73 2R M ASE P SR8 2 't L e 3 AN/ B L S Al B O 5 A 7 P B Ak

FEBTR T FUR o A P B BRI R R IX 245440 7 B B A B ) B0 5 B A ] AR — 20 X 7 2R,

2K BB V7R 1) B2 JRAEAS (8 FH R 52 4544 2R A I DU PR e ()5 B R R S5 1R BN (e
SR, S T AN AR ERSRAE . 2008 4F B AR RIGRIRE T C 2 R BB A
1 G 8 AT Sl 22 R R A T VR A

EB type Mutated protein
EBKAY RABEHEMR
sy - -3 - ey Transglutaminase 5
- o o o -
EBS suprabasal _._< [P g b g Plakoglobin
Plakophilin 1
EBSE}E}%L@ - > n Desm?)plakin
EBS%}E}%EQ Keratin 5 /14, plectin, BP230,
EBS basal exophilin 5, kindlin-1
N B P L A A
DEB Sub-lamina densa B &R T

Collagen ViI
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B 1. KFHRE, BRI, 5 EB XM H RIIHFE KN E, FI AT EB KGR
HE KRN B R TS5 I K, A, L A2 FEIE = L A 1 20
5 (BREFIFFED, SMNARAIEE (G #Eid. G HIEWRIECER (Z048) B4
Sk I B R B 2 o 2 N2y 7K TETE TN B o N/ -7 EBS K (i 726 )& /9 7 /=8
LR, B F R IR ENIHIE H. FEE/ZT EBS IR FE S A X . X R EB (JEB)
HIZEER AR . E SRR EB (DEB) HIKIER A AEEC R IS L3S AR
GIEF (KS) 7B A GER A 71 RN LD s 38 I BRZ BB T BT Ao NN TR T
EERITE. BEEFFEF 5 (transglutaminase ) 7 T /% IR F/ZH0M 4. BEF:E H
(plakoglobin) FIFFFIHIZ I (desmoplakin) BT HFFIEEF, IIGTERIESLE, TTRIFEZ 1
(plakophilin 1) A F GRS [/ZHE L. B (keratin) 5 14, P& (plectin),
BP230, exophilinb, flkindlin—1 T ZEHZCEHIEIET . BEF (integrin) a6B4, a3,
FIXVIT BRI (collagen) ZFEHEEE T, AT 57 MIEIEC A 1L DT 5 BEE A7 215 TR -
EREELT (laminin) 332 2B W] VII TR IFARHZ2 2P Y 3 B A AR T
Xt
— ELHfE T R BRI Z NG G LR AE , G SR mT e B eT LA TG FRATT R N 4k
SRR T, RONIXEEA BE MR AE R 10 T o AR 24 v US4 38 )7 OIS, m] DL
Rl S oS RIME 2. BUFE, TR ok i i e A 0 7 =X, A0 I8 AR RevERA )
AL 5 o AR A0 R AR AL G R TS, SR 2R 1R, AR S R R AME I
FE[R 2 i s B B AR A AR s, RIS RIFERY BB I AY Bl A — AN SO R e
HIHEAR.,

e i

BMZ: EJEMKKX basement membrane zone

BP: R¥EH bullous pemphigoid

DDEB: BHBEEFRAS BE KR EFABAE dominant dystrophic epidermolysis bullosa
DEB: EFHFASBHR AR FEIAEIE dystrophic epidermolysis bullosa

EB: KR EAPIE epidermolysis bullosa

EBS:  BAAliF kYR R FAMESE epidermolysis bullosa simplex

IFM:  SREHEEN immunofluorescence antigen mapping

JEB: AR B KR AR junctional epidermolysis bullosa

RDEB: [EMBEE A BB AT MR A EIE recessive dystrophic epidermolysis bullosa

R L RAEMER B B £ BRI A

BRI E  EEEBRM O EHEEBWA  HREAR

RN EBS HKZE R Transglutaminase 5; plakophilin 1;
desmoplakin; plakoglobin
HEKZER Keratins 5 and 14; plectin; exophilin 5
(Slac2-b); bullous pemphigoid antigen 1
% AR A JEB JEB, 2 &M  Laminin-332, collagen XVII; a6b4 integrin; a3

integrin subunit

JEB, MR Collagen XVII; laminin—332; a6b4 integrin

MERT DEB DDEB Collagen VII
RDEB Collagen VII
EA A SEIRGEAEIE — Fermitin family homolog 1 (kindlin—1)

DDEB, 2L % B TRA RIBAINER S AFIE: DEB,  HTRAN RZIATENE 2R M
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EB, AIEVEZR S RFIE: EBS, A7 LS S REIE:
JEB, IRTIASG LK ARFIE:  RDEB, 1814 B TRA R I ANG NS FARFIE

I PR _EX) EB R8I 0 ) B b 22 T S 8 R0 5 R 10 g 58 B B Tk A 5z ok o1 S B B e 2 ) I PR
SR BEJE, 2T BRI SLIG =2 W2 a, Ht AT DSOS A e e S A A 4y . FIRT
BHHEHR R, BEAE SN EB B Mo, . WA, MUBiskrEnl, ARG R
(1)U A A 2 PR A v () S 36 S AR o T 3 S SR I ZEL 505 7 431 2 THD RO IR 9 3 e ARust At mT &
W B BRI RS, XA a1 — R SR HE R BB fMObR HE Ak iy 44 F 2328
(177 s
FIRIPEA L, FRATE VO EB B35 1943 28R40 WAL KI5 BIDU b 3= BRI FF 4, 402K
W R KRB, RN R AT, BRI RAe A, R N RERARE, RAK
NAEEMEIRGEAIE (R 1A D BRI REL LB EE WIRRRMEr &, TER
Ry An PRI TZ R MR R R ok FORR B R (AR 6 2 AR o[BI, A isWim X
(PIRF IR B R AL CHnRE B I S H 25 BESR (2505 s MR ME T 4R 55 i mT LLVE R4 23 (P AR 35 o
PG5 R AT DU B A A xR (SR GBS ) S0w R T4 55 o e S0mSE R ] DL A ) Jais
HFA (IFM, M EB MISCHIR PR, MR (R 2 3R 7). AEERK
EB i 70N G2 IR FEAMI TEM BT o RHI R B 2 16 7™ 8592 & P RDEB, X J& —Ff
HE T, WA E . i 2 AN R SRR ] fE 7 AR A RPREIR O (™ 532 R
JEB), 25 FEH 2% 22 AN LRI s [RI RIS FH 240 BB WA N NI R, Aok, Xt EB
H AR S BRSO 5 AT DU 10 9 SB35 B DR T RE 2 B P o e %8 . n %
A T8, R SO A e B IR Z R LR, R DA S MR Cn
GEM R, WA REECETRI R R, BRI S A R L5 MUk
XA HER 2 ZOTERT DL S LA T 0, R 2 BB KA > IR GmEAEE A2
fiva D > BB > RBRALE M MEE ARG R > WRNEAR (FBEAR
I TRM R > W RINE R R AR > BIRHRA,
FETRER G R 75 22, 76 H 8 W PRIRSE T mT DU R 2L 59k (i, #ie 7%=
AR J5, A UAS TR R S A A R ED . AR R, P&
e B X S AR 2 (A KRN ES, G “BM7 WRH BB B R R k52 R Wi
FURK AL AT BEAG 36 AR o 1X B8 24N T ZE T 70 K B0 B B AR I i e A — P 2 R R
EB V2 [y L™ B AR
F 8 X —Le 3 B BB W AYXT LU 1SR B 44 75 R0 2008 4K H [ 44325
N FIER SR T B2 — 42 BRI B
1, —HBENKERERTREN, RREFERBKR, FEmEfFaE R am D
PR AL, BYPESWN RIRTE EBS. — H 52 T RARIRAE, {4 FH F0E A0E i
M2 Wi NiZsg: EBS, JRFRM:, KRT5 R CHEERE).

2, — 2 KK H BBk A3 2 A T JR R X 0d B AR P 1 R LB 2 W iz ks
JEB. il THRERMERIIGIRRI (RER GBS, mHEIM, HEEMRZFHSR,
b P T 57 SRR P R I L AR ) B e e A BT UESE SE R T B (1 -332 SRk 2
&, WA DUE MO EZ R JEB, ERER A -332 Bk, —HAT T R4
Brigghif, mAMSAER: EZ RN JEB, EMERE-332 #k, LAMA3
KA, FRERARA (. LR/ LERE).

3, — iz ROKIE I HKIE AL T 808 2 N I R B sl mT Ay 2Oz kP DEB.
WA REGR S, R B L DEB. &AM RIATRERE: 2R
DDEB, COL7Al A%, FpERAFKM (. £ LR

4, — R EZ KK, AR, KB TEERT, KEIR%E, MHEAMm, A5
EIRBECR, SIEMAE, TFREELERE) LRI ™ Eiz K RDEB. 1E
SERY IFM A RAR T, s B9 BKG A . P H32 K 1% RDEB, VIT AR k2%,

Bag, H27 |
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COL7Al LR/ LERAE.
5, — 2 ARRERAF & S S 1 RDEB (1) 38 i & BN G PE RDEB, VIT 24 JR 9%
b, COLTAL RAF (RITEE/AE R,

NEAZ R R R AR VAT B 1) SR ARG B IFEA WA o> 28, PR S 2k R R ] RE ) —
ZEENE R B RE G E . B, —REREERA-332 Qe HEH /D H ek
WEERAE B0 JEB Hr4E L, A HeE B2 armT ekl viz ki JEB, JZHR%E F-332
WD o DART— % KA FE M B H I Bz R M JEB L2, B 311w PR Bl sk 56 = A6 Ae
PEEFEM M RUER . RN, TERABITHT, — A28 KR RN RS T EZ R,
A AL VIT 7R Ji G (i o () o Yot ARk B dst A% BB 3 Sl kil 43 A ™ Bz & % RDEB, VII
TR SR o — AMELAS VR 1D [ R LA A 3205 0 28 v A0 i L AR (1 SR A SRR R G AR A7 i ] A
R AR WA, B FRRA ] Be A S L R A R XA 2, e infe v] DURE 38 L
LA S 9286 5 2 AN R 32 1 HE B o

e, AVEARE 5 B FH A2 A HE Eah i R b 2 B e B Rl
SERRIT . BRATEIIRIE— 2450 COLTAL Tom/ o 2 AR /™ & 4 ™ iz & I RDEB. 4R
1M, B RS I I RPE 205 R S s Wi 4t 1 POkl SgiE, I BTG AR REE S5t
W FFN R AT B HIE

R 2. BARIENR ME T B MRS EN S T2

EBS 257! T OKIE R Z R 2R I AR e b e (R AR RAL KL

EBS, LKE ER RFILKEIO BRABRER -5 1B, Yl ek TGM5

©) PRRIBE AR 1 (Eld C o). B ok b DSP
REBREA: bk Jup
BEAER-1: b EEk PKP1

EBS, HKEMO HREEKE A5 B 14: ZHUEW KRT5, KRT14
Exophilin 5 (Slac2-b): ok EXPH5
W2 e R Bl D PLEC

KIS R HE-1 (BPAGL; BP230): %tzk DST

EBS, AT LIRS AL -

TG |7 EBS G151 K= T2 5 LA Sk T 1 EBS 02

O CRIGFLEE -3 LT —XF0 T KRG ELWPIE Chereditary
hypotrichosis) FIR K VELIG 2 (recurrent scalp vesicles) # o

@ KRT6C T3 5| o1 F2 14 T L 3E 1 Jed A 1 AL IE RS o

@ KT IE T I L R 47 4 1iF (acral peeling skin syndrome) HJGEHAZE Hi
G 9= 5 [ 55 7 P77 A (CSTAD, N-acetylgalactosamine—4—-0-sulfotransterase (CHSTS),
B comeodesmosin  (CDSN) HIFAFZEFIREHT (R E G [E 15 25 1 RS R B Do
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R 3. BRI KA MR BAA MR B PRI 2

EBS 2% EBS 1V #Y B B
FRZE R R BRI ZE S AE (APSS) * BRI 5
HRFME EBS (EBSS) * RE0$

T EFafETE EBS (EBS—acanth) *

MRt H, Mkt

SRR G 5525 5 il

M RiPE G g (EBS-desmoplakin; ¥ RMES-E TR K ZEE 1D

*

kit &2 H

M RipEEL g (EBS—desmoplakin; fZJHags—HrkibEG o) *

kit 82 H

— /MR SEFI AR (62 (EBS—plakophiling FZ BG5S -4MME 2
RERNRLGEME) *

f/MCRAE R 1

BIRER EBS, JEPRME (EBS-loc) K5; K14
EBS, fEH iz kPE (EBS-gen sev) K5; K14
EBS, iz kM (EBS-gen imtermed) K5; K14
PEBE SUIR (97T EBS (EBS-MP) K5
EBS, FATEIIR (EBS-migr) * K5
EBS, 5 gutafRfaltisift K14 (EBS-AR K14) * K14
PENLAZE 45 EBS (EBS-MD) EqS)
PE|AT T8 EBS (EBS-PA) * MEE, o6ps BEHR
EBS-Ogna (EBS-0g) * =4S
EBS, WyetafkfatEiift - BP230 SR (EBS-AR BP230) * K8 28 K 98 9% 41 i -1
(BP230)
EBS, W Jetofkfaki#ifE - exophilin 5 #t2k (EBS-AR Exophilin 5
exophilin 5) *
EBS, FRAlRY KRR AR RRE -
* LAY
$ B RS WONIX R ) B AR RIS S A I 5 A0 VIT 2 (¥ R E A 2]
RAZ,

©
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JES5 1A B ik« M) o2

deby

W= N Bl
R 4. X FEKSE R AR B W R KA S 0T HRME
- JEB KA K SRR AR EAFGt RN
A E K
JEB, kM JEB , ™ HE iz kM BEWHERA ERDERMA-332  HRREE E LAMA3, LAMB3,
(JEB-gen sev) V) LAMC2
JEB , hE =R MO EHERN EFEEA-332 b LAMA3, LAMB3,
(JEB-gen intermed) LAMC2
XVIT %5 Beskeayg> COLITAL
PERAT TS JEBCJEB-PA) 1B AR a6R4s BER FRERE 2 1TGB4, ITGA6
*@D >
JEB, iBRM: (JEB-LO) * iFEHAMR A, 8k XVIT BUHG)R Mk /A {H COL17AL
J6 I oK SR
WP TE K JRIE 52 B2 JEB iE AR N AR a3 W GRBUER 1TGA3
(JEB-RR) *
JEB, JRFRM  JEB, JRBRYE (JEB-loc) iEHHAR AN XVIT AR BRI R> COL17AL
*Q a6p4 BEE Uk /b ITGBA
EFEEA-332 b LAMA3, LAMB3,
LAMC2
JEB, ¥ (JEB-inv; FEHHRA EREEA-332 LAMA3, LAMB3,
JEB-T) * LAMC2
JEB-LOC £g&fiF To/KIE ERiEEA-332, IEW LAMA3A®

o3 Bl [A] Fh Y

JEB, AZF RS NER B AMPAE; LOC, M HI-Re fik

LAY

o

O HRIELRDEA 1T6B4 ALK JEB 3%, 5 Kk R, BOUIERwmE, ERad 1M
Bl Hrp SRR 44 M R SAZ I G AT AT ] P B
Q@ ARFTHWERIER H-332 AL RIRIE JEB 835 #0A S Pl RR I -

@ HEH LAMA3 RILFEFIT o3a (LAMA3A) HI
ZEAEIRER o

% JEB 1 JEB-LOC

B A A RAR G RN R P K

=
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JES5 1A B ik« M) o2 d b

BWIRENXEP L

R 5 EFRARBKBEIER AR Z T RS SN T HRE

DEB &7 TE BRI JZ IR 2 5 (1) B RN G925 % ' e B KR AIE AR FE A
DDEB GHrAE LK H A (BUBZET) VIT BRI IE 5 Bk b COL7A1
PE Rz kA ff 1 2

AN T T AD

DDEB F1 RDEB, #r HJZ (FUHET) VIT BRI 5 ) A AL PRI e e, e COLTAL
A2 )L K Rk RAEWIWE DEJ Yetiimds/whok; FK 5 BRIm R
FAREE JEIRI DEJ Geth, 1F &

RDEB, /P87 K1t EE (BUEZETF) VIT AU Bl i 2 s b COL7AL
RDEB, HEZ &M HE (BEEZET) VIT B b COL7AL
RDEB, J&) PR HE (BEET) VIT B b aE 5 COL7AL
RDEB, s e HE (FHHEZET) VIT B b COL7AL

s

DDEB, i VE A% & TRAN R KT VR BAMPAAE; DEB, 5 IR A R BUKIGIER BN ARAE 5
DEJ, FZRZAH; RDEB, FEbEibife s TRA BRI VER BAMAAE

R 6. BFRA REIRMER S AAMRIE i R R

DEB F=HE 2R Frfy i 7Y

LMEESEDS

DDEB DDEB, vz (DDEB-gen)

VIT B TR

DDEB, ¥4 (DDEB-ac) *

DDEB, &% (DDEB-pt) *

DDEB, J¥#Z1E (DDEB-pr) *

DDEB, Hi{4: (DDEB-na) *

DDEB, HrAE LRI ME S BRFA fifE ¥ (DDEB-BDN)

RDEB RDEB, iy /&1 (RDEB—gen sev) VIT R
RDEB, H 7z &1 (RDEB-gen intermed) VIT B JE

RDEB, J<##%E (RDEB-inv, RDEB-I)

RDEB, JaBRYE (RDEB-loc) *

RDEB, J&witE (RDEB-pt) *

RDEB, #Z&M: (RDEB-pr) *

RDEB, [a].0at: (RDEB—ce) *

RDEB, #r2E LK1 B B FA g 1 (RDEB-BDN)

DDEB, PRI % E IR A R A KSGVER BARARAE: DEB, B IRA RAKS G LR B ARMAE 5
RDEB FE 1388 4% 8 IR AN R AL RS R BEARARAE -

* LKA

#
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R 1 KRB AR S B B A R RTY

EB 7Y EB W 7Y RAPFED]  RARKAY
EBS EBS, JEJEE LA TGM5 MS, Del, Indels
DSP NS, Del, MS
PKP1 Spl, NS, Del, Indels, Ins
JupP NS, Spl
EBS, Z)EZEM KRT5 MS, Del, Spl, NS, Indels

KRT14 MS, Del, NS, Spl, Indels, Ins
EXPH5 Del, NS, Ins

PLEC NS, Del, Ins, Spl, Indels, MS
DST NS
JEB JEB, JEHEZRME  LAMA3 NS, Del, Spl

LAMB3 NS, Del, Spl, Ins
LAMC2 NS, Del, Spl, Indels
JEB, ZK/JFMR  LAMA3 MS, NS, Spl, Ins
LAMB3 MS, NS, Spl, Del, Ins, Indels

LAMC2 NS, Del, Indels, Ins, Spl
JEB, iR COLI7A1  MS
JEB, 4l JPABIE  TTGB4 NS, MS, Del, Spl, Ins, Indels
ITGA6 Del, MS, NS, Spl
JEB, LOCZ&&1E  LAMA3A  Ins, NS

DEB RDEB, fE&yZ %M COL7A1 NS, Del, Spl, Ins, Indels, MS
RDEB, 24/ COL7A1  MS, NS, Del, Spl, Ins, Indels
DDEB (&FhiFAY)  COL7AL MS, Spl, Del

S IRGEAE S IREEEE FERMT 1 NS, Del, Spl, Ins, Indels
(KIND1)

Del, #HFr; DDEB, WMEBHEEFRA RAKM MR EIAMIE; DEB, EFHRA R AR
FERAARE; BB, RJEPER EAARAE; EBS, FAiRKIEMR ANAAE; Indels, /PNEMHBR/
AN Ins, fA; JEB, &AM KIGYER AN LOC, ME-FE-R7 ks MS, 45 SLRAF; NS,
To N RAT;  RDEB, FBRMEBHEEFRA RACRIE MR BAAME; Spl, BIUIA ARAR .

ERZ BRI, —MARIEBANIANFERRE (HAERE6T). XNRBR
T WA KRR, HIFARF R (RJE: Human Gene Mutation Database Professional
2013.2 [http://www. hgmd. cf. ac. uk/ac/index. phpl). N T fiith, —Le4FHIZFE WHIFRAE]
FERABIEEN -

EFFERENAZ, {FH gene panel FEATIN 7 BRARET- I BB AT DA B 414 2 A 2
Rl ERAR . Bl A AR 2R BRI, AT AR D HUR — 35 M a7 2 EB JE R 77

oW,
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R 8. 2008 FArHIEA “RHER” HRHIXT L, ARRERIFIT

B4 (2008 4EMIEEIL) 2013 4F “RIFA” mil:

EBS, JaiFR JAPRYE EBS, AMER 5 Ml 14 Yot EH, KRTS 8k KRT14 RAF (AR

EBS, Dowling-Meara PR R BBS, MR E 5 M 14 Yt bR, KRT5 o KRT14 A48 (AR

EBS, ez kik WiV RPE EBS, MR 5 A 14 Yot IEH, KRTS B KRT14 J8AF (JARKRA )

EBS-MP EBS-MP, 8511 5 Yt iE®, KRTH A% (SARKA)

JEB, Herlitz PEEVZ R JEB, JERGEE F-332 B, BUXVIT B JE Be sz, LAMA3,
LAMB3, LAMC2 B{ COL17Al 5845 (5eARKM)

RDEB, ™ H 7 K1 PEEZ RME RDEB, VIT YRGS, COLTAL RAE (RAFKA)

RDEB, H ez ki WY M RDEB, VIT BYRR R Gefigeh/b, COLTAL AF (RAFKAL)

RDEB-BDN RDEB-BDN, & J7 N VIT ZUfR FRMURLIR G fh, COLTAL J8AF (FARZRAL)

DDEB 72 & 1% 72 K PE DDEB, VIT RIS JFE YL IE S, COLTAL /AR (RAHKAD

BDN, #rAE JLRIEPEZR B FAff; DDEB, WiEBHEEFRA R KIENER AL RAE; EBS, H.
ST R R B AARAE s JEB, A AR MR T AAMRIE; MP, BRI R UTIE; RDEB, Batk:
AL E FRAN KR K 3R A fAE

LR RN S PN S E Nl

M 1886 45— IR FIAR EB FFUH, 4 H B f RIS, Gl i aE R R I 14
Kt s o fEar 4T WL EPERFIAMREF RIS, 1R 22 B2 24 Jd FAR AU A ) S . REH
e N 44 BE LR A RV AR LR e 1 PR 3R B0 5 LI 2 X6 4 ) 0 Hi 1R 1) I R R i N 13K
W, N4 ks b i i i B IR, At B AR A R AR B KB, AN [ EAR
Z [ B PR B A R . R AR 22 4 8 F e BN L 4R B4 N4 fim 4402

fE b — R EF, BATEWFH - AL HFR R ERN A H, B
Weber—-Cockayne, Koebner, Hallopeau-Siemens, FlBart (4B CHRIRME EBS, ek
4 EBS, f™H 2 /& RDEB Fll 5 KM 7 kB4t 1 EBD . fi % A Cockayne—Touraine il Pasini
1) 28 M 138 4% DEB HR I 1, BRI R AN 202 R B T 3R BHANAAAE I PR X il A T
—EE, BATVEVUDGETA EB AR a4 . ME— A1 e S48 IR 2R S 1E RN EBS-Ogna, [Al
RNEBE U2 JEB Herlitz 4o p™ 82 &% JEB, EBS Dowling-Meare & i§ i /™ &
ZRYEEBS, & 9 5% TSR A RIATA EB WAL IHZ A Hr 44 . TEIRIREBIIL B3k
BATRANH T BRI 5 I TH 2 7, 77 (8 B 132 T H SCHRES XS R o AT A — SE R AR i
kg FH IH 0 4 5 o FRATTEIR RS H Rk 2 v 432 1B el PR e 2 R R, IXEE51
A RAERFEEREEF SN R, A1, WERIRIRYT T AERKE EB B

7E 2008 EHUH A 4 EB A R e, RATH 17 “FE ki XA 44 18K 5 4 5 K
{HEA T H iz R R R AR S 06 Sk & SR BB . R T D0 M A e e
CHET XMIEIR AR, LRRRATE “ e R FRERE AR O <R R R,
DL P 72 e MR AE DX 531 o FRATT [ B 2 U502 o3 T 02 A i 1) EBS KB 353 FH S pt v "X A idi vk
SR JEB Herlitz WA B H &0 2o /0 B0 LB 4F FLA0T, M “3EME” XMl ik %
B abkb, AR 7 EBILXKEE.
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# 9. XTLARTF A &4 EB R K H 4

i N4 110 44 4

EBS, Weber—Cockayne Je B EBS

EBS, Dowling-Meara P EE Yz KM EBS

EBS, Koebner Wi R EBS

JEB, Herlitz 7 Ez R JEB

JEB, non-Herlitz R R JEB

DDEB, Cockayne-Touraine F Pasini 72 )1 DDEB

RDEB, Hallopeau-Siemens = H Y %% 1 RDEB

RDEB, non— Hallopeau-Siemens H B y7 &% 1 RDEB

Bart ZR&1iE P56 R A S JER SR A5 1) EB

DDEB, & VEMALE TRA R ARG VER BAMAAE; BB, KJEVERBAMAAE; EBS, Halify
KIGPER BT JEB, A RIKSGNER B AAMEAE; RDEB, FRMEEALE FRA R MER
SRR FE o

&tia 19 EB WAL R ML =M &5 45

R 10 PIR 13 445 T REMEE B UM MIRARI. R 14 2R 26 £5F WA
REI . B QAR5 BOE R PR R 8 R 1R, BA TR BIR R A8 I
PRI BT AAE FAE, [ R — R B E AR S A 25 . REATRE, AT ERKK
FEE F R AN TR] AU 5 25 A o A7 IR R TR AR (R — A SR b e BIL A A ™ R P A i PR R
DA ) B, X AT REREPA M, ] BE R R MIBAL A HIRE, B B R IR
Wi o S IX BRI T AT A A 2 EAN R A B R I I ZR AR, SRR R
T AN A IR o FEVPAL — 44 FLAA R (IR L% T IX 28 Py 78 24 8w i A 4 0] (R I
UL NG

FHeEHEERRAH EB TLE

BOLHIH R A — L8 2 HIRIE, BT — R BUR D L4 B HT, @2FEHE BB
WA FATH B T B NRIE, — 2T Fe 0 BOR LA O A ) DB S A AT T T
A IR T EAE A AR KIESE . BUAn, A HROE 2 44 LEAA ERTE BB AR, KEE
Zfith CD151 FER B RAR, X — s B DU B A SRR B, CORIRE A B WKL AR R 7o
PATZR AT SRAFHME B2 Je, B 1R B B AN G e et PRI TCVEIE S /K A 1E B SRR
HRIX WORS A AL &, Joi%X 7> JEB A1 DEB. 2RI EB & DEB [ —#, BT LXK A& — > H 2 ji il
A SRR B (R 10 AT AR oIS D 53 A0 5T — Ak h 244 838 DSty Moks Bl
HA PPRURE F-3 1 DSC3 K L& TR R FBUKERIRIE, (EREA VI IER
R ZH A5 BEUESREAIE WA 7K I R IR R B> BB R A, SR B BRI A B A
B H AN RIS B % A B T SR B0 T 7 SCRFH2 TN BB,

N T RRBIERNEAT (207 b ARFTE BB WAL WG B 7R AR, B s
1, G BR AL,  KORIF A TR R R SRAE WX R — i 5 LT AL (1 BB SEAY 78 70 AN R
KA,

b

A% BB SRAUEAT RGN 1 LRGBS . R EEE AT RE, RATHHE N A B 1 HiR 1
il o A EBATE VI R GVERIFEZLE, WRIRAEAIGAR, SRRdtl, Mo rRAabfig, Ko
I PR S ZE A FEN RS Gk, JF BT DR AR A L -

P AT [ B DEBRA — L DA SRR R A FC R TRABE SCRF, X [ B BB b (£

=

11

1, 3L 27

=



www.debra.org.cn

debra china@l63.com a5 ¥ K Jbk « W= ) 5%

TEARZVO WISCHF, 4% DEBRA M ANIA, DA EEKILT4 8%, AL HFREZ, &
PR 1A A SRR T P At (1 e S SR ORI RE

S 3CHR
i GEZS B0,

R 10. RRME. PEEZRENDER R RO KRR BRI IR R H 45

EBS, JRFR{E EBS, FEEZ KM EBS, HREZKH
HMHA (N2 Weber—Cockayne EBS, Dowling-Meara; Ji M & 2 & 4 EBS; 3E
P EBS Dowling-Meara EBS; EBS,
Koebner

AL 773 WA RS W G R P Qe A PR AL
KRS (0 A LI A A

B A (FED) FTEMAE ZR (CFREMIAZ) 2K

BEAR R i)

! 4+ 4+ 4+

SR FI 1-2+ 1+

EHVERUR T 2+ 1+
FEFRARIGE AW 2+ 1-2+

WZF2H 2] y P 7

BERAACIE (RIS JRi 8 G2 AR ) B W 2 Rk JRi

He 7 JaZFEARIE, EB RECFE LD RBRE (5L
KT 5y J Ak i W L
BERAM) 52 2%

FL L P &5 x

H D 5 KE) 25%H) %) LA B H L 5t

i

FHMBPEEAR g i x

Vi ki IEHZ IEH AR IEH R

THALIE p 2+ (ffR) T

PRIEA:FEIE . T x

AR T o M

(EAE L] P T x

I T ANE 7
30 4 I AR XU

A PR 4 s g 7 7

ey ] g T EH L
Eeefio g 7 7

EB AHOR ST g ANE 7

EB, RJEPERFEAMAIE: EBS, FRARHY KM AR RS .
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kXA JE, FEWL 1+, 24, 3+, 44

R 1L PEE RN, PERRENR RS TR KRR BRI IR K & 45

JEB, EERM  JEB, hEERM JEB, JmfRiE

M4 (N8 JEB, Herlitz JEB, 4 Herlitz 2 1: JEB, &
H ez K1 GABEB

Wi 7 WO EEME R i SRS s
KRR A (—fD HAE HAE HAE
iAo A (FED ZK 2K Jr
FEARR I (Foigex)
7KIE 4+ 34+ 2+
A 2+ 1-2+ 1+
BRI 3+ 2-3+ X
HERARBEE 4+ 2-4+ 4+
WZELH 4+ B, I
3k B i 2+ SRECHE O R BRI R TG
B Ik fa e 7 JoE =S ¥
HE ¥ EB %% I
RS KA 4+ 2-4+ 9+
B RN 2 Sk
gyl 4+ Je-2+ "
REIBGE 4+ J-2+ ¥
F s R 253 4+ 1-3+ 1+
FHRKEAR 4+ § 4+ 4+
il Iz 2 ]z
THAIE 3+ F-2+ § T
JRIE HE G 2+ J-2+ 7
AR i 3+ Jo-2+ pn
Bt 4e 1+ I § g
W T 3+ Je-2+ G
He AR I $ e
30 2 IR R
fige DR 20 A AN 2+ | g8
A B 2R G G e
LR A R ya " e
EB FHIRHISET: 4+ 1+ y

EB, RIEVER BAMAAE: GABEB, V2R ZEAett RVE KT MER B FAMIE: JEB, ZZH ALK

VE R B R A o

* *Hxﬂ‘}/{:ﬁg: 367 gy_[]_u 1+’ 2+’ 3+’ 4+o
$ 5 LAMA3 o SCRAZ Y (838 A A RBT 8. 2RA0LR0, JEB A9/ BB R 7R COL1TAL X 4 Hil

JRITE AT SR B o

§ b B E A IRMEIR, AR, CEAKEE, HAERER, KRR,
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1™ HZ Ak JEB SRR AN K R RS A 1108 18% (S A 5 BB BORLZE #dfE ). iR
Paar A% TR AT I 204, K 26% R Rz Atk JEB i B ORI TR LE R

#OCEHZ REAIR B R JEB AL 2 B A KA A0, PP EZ R MR B AR
PR RUMSET R ST e XA AR 2 LA B AU T SRR %, e DL AR I E
ERPGEZE, KB (R EZ R JEB).

# 12. B %45 DEB, F=HEZ K% RDEB Al B2 &M RDEB IR E 45

DDEB, = kik RDEB, EEZ KM DDEB, W Ktk

NN

Pasini; Hal lopeau—Siemens

Cockyane-Touraine RDEB, H'ewe kit

JkE Hal lopeau—Siemens;

w7 WG ORI ERL YL AR R i AR VR
RAFIS ] (0 HA H A AR
B A (FE) ZK 2K ZK
BRI (i)
7KIE 2-3+ 4+ 3-4+
LR 3+ 4+ 3-4+
EREIRIR 34+ 4+ 3-4+
FEFRA RBURE 4+ 4+ 4+
SRR 7 8 A0 11 A s DL ANE
N8 2+ 3+ 94
B2 IR A AAE P ¥ ¥
HeE s (% EB & EB %
Jt)
K 2y KA &t [ [
BRI ) 52 Fox
il 1+ 4+ 2+
KEIBL% FN 4+ 2+
myicy e et 3+ 4+ 3-4+
FRBRKEAR o I8 pn
Wi 1A NN ES P ES I
THALIE 2+ 4+ 34+
JRIE A I FN AN L FN
HR 1+ 3+ 2+
Bt 48 FI$ 4+ & s
WP TE o o .
HE y BNERIEE 2, BEM AR .
ARs Tgh 'Bis CRF; DL
s BAAEE ;A
30 2 I R R
fie DR 20 B T g 3+ || 2+ ||
P EReE ] i 1+ y
FE IR 20 R p x x
EB AHICHIZET: " 4+# 2+
14 W
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CRF, P2VEV53Eus; DDEB, BB L EFRA R ISR KAAAE; BB, KR
fifEhE; GABEB, 2k ZE4a M R KR S A fAAE; RDEB, Bt 8 7= A R IR B
FA REE

* AN L, FW, 1+, 2+, 3+, 4+,

$ MRAR, @ R FIRER A FREE. M E iz K M RDEB [ B 238 5
&, RETE TS, DESM, Bk

SRR, BUEEEZ R RDEB /N B 2F 6 B I B 7 B R B 1 TRl &
BAR . REENLIRR P IBEAICRENE JEB —FERI I, XRMBOULEREE AT B e 1 ix it
B IR T KA BT R A

€ Bt ok B 32 [E [E 5K BB %R

| REHIRD LB B kiE, EEEZK EB TR EITH 15 s o ™ B2 A A
Rz M RDEB V7 S8 35 57 REHIR 40 ff e 1) R 1T R A0+ TN % LUE A da LA BT,
P YT M RDEB B 9E H o ZH0™ 57 & Mk RDEB H& 3% 7612 Wt B 0k 4 o 3 T AR AT B3 J5 o i
IR JE 1) 5 A N R RS AT

9 fEIXFh RDEB WY A ZE DL 12 Z it Rk AERIE, e R XUESBE SN,

# B TARAEE) LHASE T WOSE Y R 2 Ak, P Bz R AT R B2 i RDEB A6 38 B4 Hi
BET 10 ARG = B DI B SRR A g . —/INER 4 - T RESE T8 14 & 2ty
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F 13. SWEAGEMERARLSE R 14 BIREKIBSEERKES

SERGEIE Ji 3 B2 R R B &% S #
LR WLt pk kA W IR S
R ] (0 i WL )| YK 3 A
M () ZR T CR RIS )
R R (i)
K A 34 AR 1+ Rt
T F -1+ T
EA PR 3+ e
FEFRAREE 2+ ¥
BpEEs 1+ 7
A A E H T$
HE RS BT BARELE: B BRI

S CFEWD
K5 KA &5 B, R RS o
B I Ah 57 B
gyl A} 7
KBRS T T
R WL, FHEEAR FIWE $
FHMAKEAR T T
i S 1 T
LG il CTRERMED; fridRMeEE L

P
RCLRb 1+ (FEEHA) T
{5 &4 T
P (ERTFARIZW 2+ ¥
A4
e T
R[5 T
R S B (30 Z L) T
S B 2R T T
R AR T T
APFAHFEIET AH

* MR T8, FW, 1+, 2+, 3+, 4+,
# T RAIGE R E IR 27 L BFEFIIRDL, 2L EHX P EEEIRRE. X
— EB P2 [ 7ot ] s S AR b X 17 7% 6 KRTS F KRT14 S48 [ B2l BB B v K 240,
$ TEAG BT — L Jil vty B Bk R 27 A AE B D 2 R I T K I FANR  f Al o 7R [F] —Le iR
HH, RILT 2+ R RK
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b

BIR = N w

F 15, JR M EBS AR EWA R EBS INIR 855

EBS, &FEMES EBS, WEAMEME EBS, BREFAMEME
(DSP 23%) (JUP 2¥3%)
UL KK [ RN U QR MR
RN (—8 HAE HAE HAE
B A (RED 2K 2K 2K

BEARRIL i)

Kt

R, oK

ZHitEs, ok

S, oKk

SRZ

¥

EYERUR

ol fefd

o

HE TR A R BRR

4+

4+

A A

7

p5

S B 5

e

bt &

B A AL

of e e o e et

7

7

He

FOE Ja 2R IR

WL A

RS

KI5 A

TR R

AT TR

TR R Bt

BE AN 2 B

ZEM

=

KABIBLG%

&

s A DU
TR AAR

W

%
3

THALIE

PRIEETHIE

iR

R4

IO E

HE

of ot {oH {er jof {oH R e e e

ot o e b 2t el ol SR el e

c-
=
“}

G|

GEcH (o o jof o o (o o e

o

30 %5 B B XU

IR A L s

kR

SR AR

EB AHRHISET:

off joff {ofl joH

o o (oAl jefl

=

ot o e e
H

* XA JE, FWL. 1+, 2+, 3+, 44

$ TR TER SIEF . B, HAlR et i B MR 1% i) X R IE W] /2 DDEB.

# RZFAREYE EBS B R LWIZET. R, WnXFEM ) LERR KLY K, 1R
At E ) BB MEARY SRR LB A 2 I B BRAMFAOE (gt i) i) Redk Joik e 4tk
Fro BUAESRTIX—F WAV R SR IE R KD
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& 16. EBS BAKMESLZ LIRSS

KR SS-EBREGE KRS -SMNEER B IR e S8 - BRI B R
fE. (DSP 2€3%) ERBEAIE R
(PKP1 2¥3%) (JUP 2¥%5)

g% 77 i Je AR BRI i gLk fa e i Je e AR B PR
RN R (—8 AR B L5 HAE HAE
B AT (FE) 2R 2K 2R
BRI i)
K KRBz, 49, oK kKB, S, AKEAE I 2+
RES $ P 7
FEEEIRIR T$ 7 y
HERARBBE 2+ 4+ 4+
I ZEH 2 7 o y
3k B S kRME, FBAIR KRME, FBIR kRMER, FER
1k f A Z%,ﬁ%ﬁ%&s%ﬂ:%%,ﬁ%% RS, AT
He ML EBEEANEE  OEITR, WERIRERIR
K T RN #5 &5 &5
B RN 52 Bk
i 1+ T pn
REIBGE 1+ 2+ 0
C AU o 5t EEIE T
FHFKEAR I T I
) NG ES TEH A TE
HIE I fEF |l I
PRIE A TE 7 n 7
iR # # i
eI T n 7
IEIRGE TP, Wiy I I
He WL n 2 LU
30 2 R R
ffe R4 i G yn 7
e N 7 x 0
SR M g G " 7
CEFIEFMD FET: KA 8 AREN FIIN

2 KT L AT I STHR A X PR IR A IR 2 TS IE AR G

 FEXPEE: TG, FL, 1+, 2+, 3+, 4+,

$ fE— R EFHERLR L KEA RO EA KB ME4 T RIR

| — & BEFEEHAE.

# IR FEEMBIEGA.

§ OV IR AR AT RE R B HE R R AT RE S BOE T, (H 2 HURIE M RHE 2 JLE .
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R 17, EREERRMESFE EBS-K14, Ogna, FEITHEIIR EBS GRK B S

B4 EBS-K14 EBS-Ogna EBS-FAT IR
Wi 7730 gL PR (NN TR B (i SER AL
RIFES ] (—HD HAE HAE HAE
A (FED 2R MLI1AERH S FEALE N, TR 2K
I3 A
FEARFRIL ChiRs)
7KIE 3+ 3+ 4+
K I, G G
FEURTEIIR 1+ y 7
FEFRARBUGRE 2+ FH 448 5L 1+
PRI 2 G y 7
3k B i y x 7
B Ik ARE (R J53 o 7
He fEERE; EBIE (FHD 7 K5 ENS AR, W
R ORIUE
K8 5y R 1 3+ 2+ &5
B RN 52 Bk
eyl 1+ T ¥
KEIBL% 2+ T o
)t 3+ T x
FTHFKEAR T T o
Uil ik 1+ NS NS
THALTE 2+ (fFFR) T i
JRIEAE G S 1+ T 7
AR I 7 G G
Bt IEte I T T
IR E 7 " 7
30 2 IR I RS
ffe DR 44 i 7 " 7
R R T G o
LR R G G G
EB MK HIBET 7 x g

? ST LT A SR PR IROEIR (8 IR 2 1 IR S

* MR T8, FW, 1+, 2+, 3+, 4+,

$ JE P b EBS-Ogna EHIRIEL A Hl0, HIGH— LB HRABATIESX — M.,
PRI —BLR RTBEAN AR RGO AT R AR bRk, AR AT REZ TR RSN A -
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F£ 18, R AREY, FUIVEFRAR, TS EBS KRB S

FEBE IR BT EBS FEUVE FEA R EBS 1] PR 8 EBS
isE 7 i NN A B i SN NS v i Pt R R
RN (—8 HAE AR AT K B AR

T MJLEF R AE
HANERAR
B (FE) 2K ZK 2R
BRI i)
7K I 4+ 4+ 4+
BT I, 2+ G
E e ! " 2-3+ 2-3+
HERARBEEL 1+ 4+ G
I ZEH 2 7 o e
3k B i 7 o e
B IRFRE (FIIED 1+ )53 RUR BRI #8 e
He B EPRFE BT R T2 W 56 R A JE IR heas
K T RN & &5 W,
B RGN 52 Bk
I ¥ 1+ 3+
REIRGE T 1+ 3+
O RH T 1-2+ 3+
FTHFKEAR T 1-2+ I
VT NS 1 A% NS
THALTE 7 I, 4+ CHgl 1P BD
JRIEAEFATE I T, I
AR 7 T 7
Bt IEts I T I
I IRGE T 2+ CEhiH 2/ Beas)
He T WLIE T HE A SR
YR, BRSO

30 2 I PR
fie PR 4 e T T o
Wt B G G G
HE R4 7 T o
EB AHOCHIBET: o 1-2+ 3+

* MR T8, FW, 1+, 2+, 3+, 4+,
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de%i:a

BWIRENXEP L

£ 19 e MEEfE - BP230 R EBS IR E4E 3R 20 exophilin 5 4R EBS IFK S

&

BP230 #t4k EBS

exophilin 5 #R&k EBS

U PN

WO AR R

e NN e

ORI (RO

Hh A= ) L2 3

AR B LY

B A (CEED

fisih

ZK

BEARRIL i)

KIE

459, K

SR

ZY MERUR

HE IR A RS

P2 20

B S A AE

of e (o el et

He

B AR BT

KI5 A

JE

R

BEIRAI) 3 B

FEM

KABIBLG%

P A DU T
AR BEA R

WA

HE
=
¢

HALIE

PRIEETHIE

MR

R IR

RS

HE

B B B o B B o B B o B ot oy o B R = o B o B

30 % B B XU

ARG e

ARH

ARH

A

A5

e Esliioh

ARH

AR50

EB #HCHIFET

ARH

ARH0

* MNP B, FW, 1+, 2+, 3+, 4+,
$ —DREHIIE G HLREIR, 7] 685 FFAFE ) CADASIL £ & 1EF K (cerebral autosomal

dominant arteriopathy with subcortical infarcts and leukoencephalopathy, &

Gett Ak i M 1B AL KRB KW A BT T BESEMN 11509 )
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R 21 freu T8 JEB AURFETY JEB IR B 45

fEu 4K JEB ¥R JEB

isE 7 [ NNl QR MR
RN (—8 HAE HAE
B A (B 2K (Es . RBBAREE) XHEFBAL
FEARRI i)

KIE 4+ 3+

LA 1+ 1+

FAE VRN 3+ 3+
HERARBBE 3+ 3+
PR 7 o

B kA IE 7 o

He A e P B TR FR R B i 2k o
K 5 W W,
B AN 52 Sk

gl gl X
REIBGE 55 T

O i &5
FTHMARKEAR A A

Uil U % H A
I 4+ (dll ], +=f6la, BUILTTASED 2+

PRIE A TE ZRERIERTY: SRIFVER TS T

ARG w5 KEn
45 7 T

IR I 7 T

He 41 FE H- T
30 %5 ) B JRUE

R0 g 7 7
TR 7 T
BN R 7 G

EB MK HIFET: 4+ 5

s MXE: TS, FH, 1+, 2+, 3+, 4+,
$ BARIEEDEEES Ot PEBE DR s RIERRAE
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R 228K JEB M H-FRRERSAE JEB K 8.5

R JEB M- - IR E%-&-1E JEB
Wi 770 gt R B i gL AR B ML
RIS [A] (—f AP Bl B AR
A An (FE) &t A AET 2K
FEARERIL (i)
K 4+ 2+, Hib
K% 4+ 1+
ZE 4 IR 2+ 2+
FEFRARBURE 2+ 4+
W24 2R " 3+
B Ik e LENT ¥
He VT Ok SR R
K T RN &t 1+
FE JR A1 ) 52 Bk
pagiin ¥ 1+
KRBIBLE 7 1+
miaE ekt &It 4+
FRPIKBEAR f 3+
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