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FERMER B AT, BRI C LB PRI A KE 2R T 2 2hi
RETHY, HEEBCBOTKE « BEAD S 2 LB 0 2 LE»DH 5. F
IZHREE - FITCEBL Tk, RERFEEC L 28EHE0EECHLOERL2ET 3, &
E, phbhBHEREREENRNEEZEH LGB LT, [ERFE I X
52 HRB T CRARREAB VIR 25617 L 2 72 1 B2 L 7: 0 TR FE 2z

THRET 5.

FEFIX55m%, M. /NRERX D S MREBERERFAKEE CUREEBERICER L T»
7z. 2000 6 B HEAEO LI Y 2EEL T, YR 2Z2 L. BEIC THAWE TisNO
MO Stage 00T, [ENFE TCOLEME T CRMTE2HIT L /2. iitkid, WkESE

B PO TRBRFICTE 4RH I EE L.

RE | | HMRERTIRIONEE, 8, ALEUR

ZL&ic
SR Mk 2 AKERE (epidermolysis bullosa : EUF
EB) 1%, BMU7ZBIIRNE € KB CREIC A S AkE
RPERTL2ENEERTHY, HEEBZBLTK
JE - RO S I ERFE 2T Z2LERD S, FF
WREEE - FICEEL TR, [EWNRE I L 5 [ERHE
DEEZCHOOEEL2ET S, §E, bhbhidskE
S EERIK T KFE (recessive dystrophic epider-
molysis bullosa : BUF RDEB) % &6t L /e &AM
LT, [RENEEIC L 22508 T ClimEELEY
BRI 2 58T U 2 72 1 P12 B8R L 72 O TXXERRFZ %2
ZTHET 3. :
iE Bl
B%E 55, A
R BEABEOLID,
BRERE © SR ERFIREEE. AR TR
fadgizxd L C 2 EOYIRRI & UHEBZAR.
SR E I U TR,

20104E 9 F28H%ZAT 20105F10H19HERMA
FRIBHERERT
T060-8638 ALIEMALRAL+AZEE 7 TH

BRI CREE NV — HRARTI.

FEIMEE.

BHREE BT b5 o BMAA T TRERR 2
BOBELTEBY, 4RI E D HHEREREERREAE
TECUREEERNCEREL Twiz, 2010E 6 BCEALE
DLZYEEEL, YRl2=Z2 7. FAFE CHEE
2.0cm KOER 2R, BEIC TEAEE2ERY, BF
BTAART=rE b —2E&BEHTL, ZOBDY
—PEE 3EEOTH T — 7 TH— ¥ ZEEL,
INANNY R EELL ZLIZX > TUEEMRE RS, £
MOFERE ductal carcinoma in situ TH D TisNO
MO Stage 0 L2 L, FMERICESBIAR L 2oz,

ABRBSIRAE | B &E150cm, AE4lkg,

GAE CHEEI2.0x1.0cm, FHEREZ ERE % fils]
L7z, TREY v o8B Md L o7z, A - I
SHOKE - U AREDT: (Fig.1). %72, Fiz
R EiE R (Fig. 2).

ABRRILERERR - E - S{EFCEEE2RD 2
motz, EE~—A—1% CEA 8.0ng/ml (1.0-6.5ng/
ml) *EEDEFEED, CA15-31311.2U/ml (0-
31.3U/ml) LIEE&HFEANTH 7.
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Fig. 3. Breast US showed a lobulated hypoechoic

Fig.1. Right breast skin before surgery showed blis- mass 2.0cm in diameter.
ter and erosion.

Fig. 4. Right breast skin after surgery showed multi-
ple erosion around the operative wound.

Fig. 2. Both hands were transformed like a bar, and
had epidermolysis.

BRSO AT TV — 2 DR THo Tz, BREER
»iholz,

UERBERRE | A CHERIZ2.0X1.0cm DAIER
R rETEr o —EEER»: (Fig. 3).

kB, SECTRE - BYVYF /774 RETRE
BERET LR ZHED RO,

Fii T4 afTREBAORI, [SERFETOES
FRE I RSB ILE YIRRANT & fEAT L7z, Tk 1
RERE204Y, FREEERE 2 B0 CH o7z, mfEshe 2
WA YA 222G BEHTEE L. FERI,
BEELREF 2 — T I AT O FEBEZEML TF
EOCRERFE LI, BB, RET 2 -7 RY - showed multiple erosion around the operative
L RBROATEE L, LERERIIFTELRY /N wound (sutures were removed).
EnbOERFERLTCEE L oEMERZ 2 L.

MESv> Y2y MEOWTRA—¥ERATERL

Fig. 5. Right breast skin at 10th post-operative day
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Table 1. Reported cases of operations for recessive dystrophic epidermolysis bullosa under general anesthesia with

endotracheal intubation

No | Author | Year|Sex|Age Disease Operation Anesthesia time | Complication
1 | Tokiwa | 1987 | M 4 dental caries dental extraction 3h20m none

2 Tsubo 1988 | M 7 hand scar constructure handplasty 2hr50m none

3 Azuma 1993 | M | 14 gallbladder stone cholecystectomy 4hr50m wound infection
4 | Oowada | 1995 | F | 6m | hypertrophic pyloric stenosis | Ramstedt Operation unknown none

5 Abiko 1997 | M | 22 hand scar constructure handplasty unknown none

6 Abiko 1997 | M | 27 trismus vestibular extension unknown none

7 | Matsumi | 2006 | F 4 esophageal stenosis balloon dilation unknown none

8 Toda 2006 | M | 13 hand scar constructure handplasty 5hr none

9 | Yonekura | 2007 | F | Tm esophageal atresia (EA) radial operation of EA unknown none

10 | Our case | 2010 | F | 55 rt breast cancer total mastectomy 2hrl0m none

Jo. BREH T —TNVEEA LR o7z, ABIRED
K EREE I T RN B T4-0PDS e TEE#RE %
Tolcthic, HE%ES0F A vy CHEHES L

(Fig. 4). T, NI <A ¥ VEEREM LT JERH
BENVvy Yy (X)) v) TARBEREL, 7—
TEBHFERASTIZANZ MY R TEELE., B8, K
BRICREX 7 7 AN—TRENEBHE LI, XE
RS AXRD R holz,

T IR fEE 2 &R R TRERIFIC TE 47/ H
BB 2D, BIOKH kTR A E1T -7 (Fig.
5., D& X, BIEREO—ERICEEOBERD
17 BBZeRFc iGmERD .

EHRAEE T invasive ductal carcinoma pT1b (9
mm) pNO (BfRIZ{FE L Twiz V) > 9Ei0/5) pStage
IATH-7z. £72, ER(+), PgR(+), HER2(1+)
Thoiz.

£ =

EB BHEMIC L VBB AR ZERT 258K
MREEETH D, 1870512 Von Hebra 3 Erblichen
Penphigus & U CHID THE L, 1886412 Kobner 3
epidermolysis bullosa ¥ EEZEL T\ 5V, &, WK
HRs, ARRERGL, BEER CTOREME, @
BEEE, OFMRERER, OFEREREZ LR
4B EENTBY, s leBIcliaEIn
Y, KEFO XS 2L EREEFHRRIVIE 2 7 -7
YBEFO COLTAIOEENFER &t 3T Y™,
BRI R b BE T, BESRERE, ®Ieir
&, fREHERE, AEPZELHIPIEREE 1k ¥ OHLE S
BEEL ESEDERERET 599, Fine 5013H4E S
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FEZE & DI ARFTIXIS0~250FI D TFET 5 b D L H#ERE
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EARREEDITO LT BY,
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losa simplex : 2I'F EBS) L HEOGHAIOHREZ 1
BIRRD 7219, o OIMEFC BIEVIRES S & Eh
T35, YIBREN B\ TFEMEHHEDORE IR &
oz,

EB OMEYEHEHDOERSIZ, BEFICHT247%H
BERIR VAT 2 Z EWRAITH Y, BFRMEBEDET
ERITbhbiy, BEF—72HEALzy, METDH
TR 2NV RS THI LR EDREDONT B,
FEGITH LERERILEE & OEMAEI RRIC
BEFAXDLDERAWT, mEgtCEEF 2 —7 7
COEEDTRERED 7 —7TEER#ET 2, £/, &
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DIIFED SN » o7z, James 591F33AD EB BE

— 29



30—

1w AESIE O RE NS 21TVWIRE, B, KoK
TR R R R inolc EME L TV 5, RF IS
BRAOTHRELZEY, £3BTo EB BEAKEN
R 21T - T2 SRR 13 BRI & & 1061 D i 23
% % (Table1). Frost &3, [ERBEIIAE LK TDH
270, AEEOERBRFLE L A TKERERD Y
Z 7 3B & LT 30, RERNEE RS ERMERE
Y A FRRERRE N U CFERESH 50, INE TR
LHEREE, iR E T oy 7 BL U AZBRTOF
WRHEAT LI, ABEEECREL Tk, SEEF
TR L T2 & R R B TR = % 2 TRE W
EE T, HMERCEEECRETS = -7 WFE
DATF 4 PEE %A L CEENTY, EECY
F—FEFELTREAOATTEIRERRIBES T LD
7. EBEFOFMCEL CRK[ENERE &8
I3z e SRR H B, EEO L) AR LD,
DERESCIRENFEC L5 FMbARETHD &
% 7 51z, 78, Tomlinson'” 13 20\ D K& WIRE
CEBHERRD ol T L BREL TS DY, KE
BRSNS Tis Th-7c 2 &, ElEHRENS
pie ) USEEENS L T, REEERBRASL N
B EEERIfTb e Lz Z &, [END
HiE e B/NBIC T 5 7 O I HERE 2 T & 2 1210 A<
+ 2 HY CTHESEL v v F 3 v ) v SHiERISHET
Loz,

Efif I3, EBS &6 L -2 L CABRFETM
r IS % FEAT LI-ERIO S & 50, HHEREREE
1253 % REHSREE I DWW T R EERED - 08D
5 199y DERENS {, AER] T IEM MR
RS ASREETH 2 & L CABREFMOESE & ¥
FRALEYRMERBIR LT, £, BRBOBERIK
B olE T <, EFESETAICITY, KERE
BETrDAH L Uiz, BIESOARERR, KEICAD D
Q ATREMED 3 % A — ¥ IR I Al A~ EE 2
CHEBHER vy vy I MEER L.

FREVE T PR E BT 5 2L T, KREEZE
U TERIT b B R FMPETIRETDH 5.

R

& e R R R R OKIEE B & HF LT BRI L
T, SENEEE I L 2 S IRE T ClERREALE VIR
WEHAT U 1B 2R L, FERCENERETR
BB, B ERETRIBICEE LD 2 L TR
BT DFMERRWTITI L BARETH L LFZON
7z,

— 30—

HARRRI RS

D

2)

3)

4)

5)

6)

7

8)

9)

10)

11)

12)

G 72 &

X B
Ve ARIIERR, BEAEBN, ARFIGA f 1 HHRER
EREEARAED 1L ANRBE 1990553 !
1734—1738
Uitto J, Christiano AM : Molecular basis for
the dystrophic forms of epidermolysis bullosa :
mutations in the type VIl collagen gene. Arch
Dermatol Res 1994 ;287 : 16—22
Hovnanian A, Rochat A, Bodemer C, et al:
Characterization of 18 new mutations in COL7
A1 in recessive dystrophic epidermolysis bul-
losa provides evidence for distinct molecular
mechanisms underlying defective anchoring
fibril formation. Am J Hum Genet 1997 ;61:
599—610
Hammami-Hauasli N, Schumann H, Ragh-
unath M, et al: Some, but not all, glycine sub-
stitution mutations in COL7Al result in
intracellular accumulation of collagen VI, loss
of anchoring fibrils, and skin biistering. J Biol
Chem 1998 ; 273 : 19228—19234
JNEMA, 6F B, Birt— b RIS
SE & A BF LT BEERISE R R BUKARE D 1 61,
FREEER 1991 5 33 1 1719—1723
Fine JD, Johnson LB, Suchindran CM:The
national epidermolysis bullosa registry. J
Invest Dermatol 1994 ; 102 : 545—565
fEzE w, doiERE, BEHOKiG D REOKEED
SEBREHROHE CET A HEER
1989 ; 99 : 1021—1026
R, & =R, MIEET M RROKE
BB eRIEREAEED 1 F. BFE 1982
36 : 573—578
BOET, HEif R, BHRET L ERIERKAK
FRE DA% 2 FEGI. EREC 1984 5 38 1 549—554
Janice AL, Todd ES, Michael DS, et al: Suc-
cessful breast conservation in a patient with
epidermolysis bullosa simplex. Breast J 1999;
5:404—406
BT, REFHZ, WARIEA b @ SEREREAK
YORE DREHRER, JFREE 1988 37 1 218—221
B SR, R, MEEEG HEREREE
B 2 ARKTERE DFHEET T 2 S RIYEE. B
&% 1986 5 96 1 1117—1122



1 = FeRME 2R FARESE 2 06 U 72 2L T —31—

13) Pratilas V, Biezunski A : Epidermolysis bullosa 17) Tomlinson AA : Recessive dystrophic epider-
manifested and treated during anesthesia. molysis bullosa. Anaesthesia 1983 ;38 :485—
Anesthesiology 1975 ; 43 : 581—582 491

14) Ramadass T, Thangavelu TA : Epidermolysis 18) Lin AN : Management of patients with epider-
bullosa and its ENT manifestation. J Layngol molysis bullosa. Dermatol Clin 1996 ; 14 : 381—
Otol 1978 ;92 : 441—446 387

15) James I, Wark H : Airway management during 19) McGrath JA, Schofield OM, Mayou B]J, et al:
anesthesia in patients with epidermolysis bul- Metastatic squamous cell carcinoma resem-
losa dystrophica. Anesthesiology 1982 ;56 : 323 bling angiosarcoma complicating epider-
—326 molysis bullosa. Dermatologica 1991 ; 182 : 235

16) Frost PM : Epidermolysis bullosa dystrophica. —238

Anaesthesia 1981;36:79

A CASE OF MASTECTOMY FOR BREAST CANCER WITH RECESSIVE DYSTROPHIC
EPIDERMOLYSIS BULLOSA UNDER GENERAL ANESTHESIA

Shingo SHIMADA, Mitsugu YAMAMOTO, Mitsuchika HOSODA,
Kazunori TAGUCHI, Hiromasa TAKAHASHI and Satoru TODO
First Department of Surgery, Hokkaido University Hospital

Epidermolysis bullosa is a rare disease which makes bullae in the skin and mucous membranes even
by mild mechanical trauma. It is necessary for the patients to avoid stimulating the skin and mucous
membranes during daily activities. Specially we must take care not to injure tracheal mucous membranes
by endotracheal intubation during anesthesia and operation.

We report a case of successful mastectomy under general anesthesia using endotracheal intubation
for a patient who had right breast cancer as well as recessive dystrophic epidermolysis bullosa. The -
patient was a 55-year-old female who had been treated at the department of dermatology in our hospital
for recessive dystrophic epidermolysis bullosa since early childhood. She visited our surgical department
because of a tumor of the right breast in June 2010. We diagnosed her as having right breast cancer,
TisNOMO Stage0, and performed operation under general anesthesia using endotracheal intubation. She
was discharged from the hospital on 4th postoperative day without postoperative complications including
dyspnea.

Key words : recessive dystrophic epidermolysis bullosa, breast cancer, mastectomy
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Fig. 2 Findings on ultrasound the arrow indicates
the edge of the tumor
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Fig. 6 Photographs of microscopic specimen
HEx10 |

WTHHBA LIS, FABLIUVCREEFHICELE
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7z,
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A7z (Fig.5). MG T, EEMITIZ0% B
ERREEE 2 ERR L, AL Tz, RELE (p63,
CK5/6, CK14, a«-SMA) T, EEREEESEZ S
B s, 2ENEREELF Z 511, invasive
cribriform carcinoma & 2ZWr & N7z (Fig.6), K& &
1Z30mm, WHO gradel, REEEZL, HiE~DE
B L (BB BN ESEICEE), ER(+), PgR
(+), HER2(1+), V v EiEmBidEEch -7z,

TR © 1752 8 » HDIRTE, MEMEIEEL LT
Tuxy —YHERZRRLTBY, BREZIEEL
w5,

x E

19834E 12 ¥ TR L7z Page & 13 ICC %, BERK
53D50%LL_E S cribriform pattern 22 2 2EE &
EELTED, ZTOHRTERY OFSHBIE L AL tubu-
lar pattern ® % @ % classical ¥ 1 7, D OS5 D

p63 %20
ER X 20 [PgR x20[HER2 X 20

1% & A £ undifferentiated pattern @ b @ % mixed ¥
A 7eL, 2HEECHELIZY, LrL, BE WHO &
BTk pure ¥ 1 7Mbb v 3BEcHES L, ICC
3 H390% 2#E 2 %5 b D % pure ¥ 4 7, ICC K4 »
FoLEE D, FRD DS tubular carcinoma T
»5b D% classical ¥ 4 7, Y DRSS tubular
carcinoma PA4+ @ carcinoma T#H % $ O % mixed ¥
A 7EEREL T BY, iz, K TRIAFERERICH
FHaNTwa,

ICC OFAESHE 3WH T IBEE DFRED0.3~4.9%
EREINT BRI, KEETOHREH T %=
WA RFERRMEEE T REEERE] [invasive
cribriform carcinoma] W THRE LM, HEIZHT
58 (3Bl 2 FlLIERSRES) OATH-
729129 ${E I T % ICC O FIEF e 13 FH53~75
X (33~91g%) Vo=t ), WEOIME L 1T
FELBbhs,

ICC oEEBRAVFEE LTI, RYEST7 74T
Bl 4licAEF a7 25 BB LT, BFETE
4 e 3 BITHEFR AR A —2Ea —ERE L
T, BEOABIHBNZ WETE TO®RSF L
—DEFFIF 4 BIF 1 BT LD 2o & Stutz &
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Table1 ER, PgR and HER2 positive rates

Authors No. of patients ER positive rate  PgR positive rate HER2 positive rate
Venable et al® 16 100% 69% NA
(16/16) (11/16)
Soomro et al’® 6 NA NA 0%
(0/6)
Marzullo et al® 4 %% 25% 0%
(3/4) (1/4) (0/4)
Shousha et al*® 1 100% 100% 0%
(1/1) (1/1) (/1)
Welle et al'*® 1 NA NA 0%
(0/1)
Ng et al’® 1 100% 100% 0%
(1/1) (1/1) (0/1)
Nishimura et al*® 1 100% 100% NA
(1/1) 1/1)
Matsui et al*® 1 100% 100% 100%
(/D (/D 1/1
Gatti et al™® 1 100% 0% NA
(1/1) (0/1)

ER : estrogen receptors, PgR : progesterone receptors, HER2: human EGFR-related 2,

NA :not available

DERE LT\ 2, IS e { Bk 2RELE
LEZOHNDT,

ICC DV v/ SHiEERIz DWW T IkHkEMNP 7% <, Mar-
zullo 513 0 %(0/5)®, Page »1X17.6(9/51)", Vena-
ble & 1345.4% (10/22)Y X5 D ENL VO DEIRT
H2., LnrL, FRIIEEICRFT, Venable 51&5
EATEEE100%Y, Ellis 5 13 10FEEEI1% L ik L
Tw3, &5z, Page 5% undifferentiated pattern
%4t mixed ¥ 4 7BV T HIFEFERY L #H
&LTHY, ICCIEEOARE L HBL TERICTE
BiFzfAfmilchsreEzoN5.

ZOHEE X LT (Table 1), HER2FEHED(E S #3—
SPERErELSNS, BED L Z 5 Pub Med RE
BrrhusEc R L7 R D T, HER2BEES] A
HTD 1FRICCIRBLTIIDTTHS LEbN,
¥E 413 HER2BSME 0 ICCHER] 1 v % 72 & B 7
a0 7. 2 OHOER YL LT ERBERDOES
RPBREFOBELELTEZON S, Hhik L UAK

HAFo~ ¥ B/ K1z, ICC 1 ER B E3ER13100%Y,
PoR B1E31369%, HER2FEIEIZ 0% (0/6) & D
WENH Y, INOBTREFTHLILICHFSLT
W r#EZEsR3, Lal, ER BEF®L HER2GE
BFOOMES 1T oD Y, B IEFOEBEEHILE
ThHhHEEZOND,

ICCHEAIz IAERD & > CEEE*ERE L Thr ol
B 5 % CIEDRBRERMID 212 phb 5
THEBEEZE2ZD 2V OBz b 1HFHREYSINT
B, KREGT ICC BNIEF BRICET T 28T
HhrIrERBTILDEEbNS,

wmOFE

B AL o o1 0FESRE L Btk LT,
Hsgs A0 A T b % invasive cribriform
carcinoma (pure type) 2B L7I:DT, ZhzkE
75,
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