7 megalencephaly-capillary malformation (M-CM/MCAP)

a b:4np, BR. KEE EBEE APSEED patchy CW, BiE8thR - BR - @ LREBO reticulated CM,
B FEED patchy and reticulated CM, R RIO reticulated and confluent CM #'& 51 %.
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39 Cutis Marmorata Telangiectatica Congenita (CMTC) &
Macrocephaly/Megalencephaly-Capillary Malformation (M-CM/MCAP)

1

Nl e 138N

ST

®7 DD
c~e 25 10 778  megalencephaly (+4.85D), GEITE®D overgrowth [FEET®H . patchy CM RS UICT
E reticulated and confluent CM AREBICH5ND. HEE 2, 3AOEES, 1, 2 UHEORBEDHSNS. B
BBICIE mosaic 872, WAWTIEH 2N BREDFEENBEML G SNz, FIoKEE MEBERY v ), fEE
ETADA ATADAZEE), ETEOESERRE, RETIENOITNE MeFEEs, WTHEEET - IR\ tE
EENZa—L), RREIBOMMER, BEEELE.
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EEHEDILES

o BRERE H BN M-CMTC & WSBEIBE M-CM/MCAP [CZEZ Ty &

LY 5%%(: i '*5\"% <_o
cHEREVIISRICEDIL &

MORPACEENRENEET 552

BOBBIAEN., UOEBEHOREEEHNT S,

RS

FERMEMEIRRIEARTRGHRE

Bi(cutis marmorata telangiec-
tatica congenita, LI'F CMTC)
(F, BEONLOEEEH—J =
DEBER, HUERERR
HICIRNS, FHREOMERE
(TR Lz EIRO IR R
ENcE DL BRMeH—%
birth mark & LTH5B, HD
 SETERHREGHTBIL
THONZEIHETHS. ME
F7<, NEICKRDHEEBED
EHRV. ERD 6~7%IC
#5N 3 phisiologic cutis mar-
morata (&Rl cutaneous
vasomotor instability T#3)
EFFEIELERD. CMTC
(3000 ADEEIC 1 ANEETF
FEITBHERESNTVS, RE
DEEEFEREE, SZ(CET
RERGHEIC R IR 6075 BB I
BOBECHETHS (FDiz
&HETISSVA ZEETIE simple
capillary malformation/syn-
dromic type (BT 3) 7, L
(&' U (SHEEZEE(Z thin-walled
venous channel &' reticular
dermis (CERERTNS. Adams-

206 @& 820

Oliver FEEZB THOEHIFL <A
5ndH, Adams-Oliver fEfE
BERED, B—ECFERA
BIETFETHABERTHDE
TREGN/NYITT IO R%E
SEBL=E DR FIoREE
EZESITYTI1TT, B
5, AEROFENSEDE
&, CMTCDEDDINT AT
& TNz “macrocephaly-
CMTC syndrome” [FKZEES
THoieh, EEZDRBE
misnomer (E5%5) DTJEEMEA
HdETIN, WBE, LUES
EENS "macrocephaly/
megalencephaly-capillary
malformation (LA~ M-CM/
MCAP)” NEEBETNZ (2D
HEBRTS).

S

R ORFBIIRD 8 RATER

TEBR. OFIEFENTH
B. EEUER 1V BEZEBAT
5 reticulate pattern,

blue-violet network Z£7 %
£DCHB2HEDHEL, @ O
(C2<, FRFEEMNNZL. Tz
ZURSICILEICELY), @

—869—

flE (JERImTHB NS
LY), FELEZEMICRETSE
DHHBDHE, NJI—-3>
(CBE. Devillers 5(C L 27
DT - IH') D pattern
SI—vERY (B1)?. g2
NELHTINEDBICRET DO
DHLHD. ETITHRICHREE
95, @ persistent cutis mar-
morata A%, bluish erythema-
tous network, reticular/
livedoid pattern T&RoH 5N
%, @ telangiectasia ZHia
VOSEETHD, ®30%DiE
HIT, phlebectasia >,

® &= focal # atrophy A
#5651, linear E£7zlE patchy
2R (8 2-a, b), ESRO
BELBUEEIEY. EORMU
[CHELZD, DEROBEEL,

FFEEREETRL. KRR
Bilza<B50ONERTH D
Y, CTNEBECHE>TLER
T3, Qulcerz&E(CEL .
REREFET DEANTZ O,

BERICHONDDDEHBL,
SHBHICELZDDHH .

UIFLIFERE - MRz, &
E (Tl verrucous B L L IF
hyperkeratotic lesion %Z&7E



Cutis Marmorata Telangiectatica Congenita (CMTC) &

Macrocephaly/Megalencephaly-Capillary Malformation (M-CM/MCAP)

3 DOJFE

C:EBFOICHEEE, —ETEEICRSEMD
MEOEE LHRRE D, REERNL H AR 4

ORHREIR 5707 I

T3, ®EFNRETHDHEE
ROKIEBHIRICEERIBRA
Hh), EBI1~2ETHREYD

DD IIREIZ L D)

WEERALHSND. 727ZUH
BOEEABIEFRRENE
LA 80%DAEHIA, 72
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EAB TH>THreticulate
blue-red lesion A", &= (C
atrophy, telangiectasia,
phlebectasia £ >TEFY
% (B 3-a~c, B4-a, b).
CMTC Tl&, skin atrophy
D&HBBHT, BEHEE, KT
RETHEM, HRDIRTERZ D
ZENHB. B FICTET
%)) TTORDBIENRE
B&, BEHM<AEL, pseudo-
“athletic” appearance £
THLDICHEDS (BS5). 20
hypotrophy (&, #BFICBIL
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125<2%. EHORETES
e, BERADEBHBIIDL
D(CRED FECMTCTIE
Klippel-Trenaunay fE{EEE 35
DWW Sturge-Weber fE{R2E
EDEH, FEHBEOEHE
Dalmn. CMTC ZEE &
LcermEamE (R0
PPV VEY) £ LIFLIEASN,
C(E phakomatosis cesio-
marmorata & &lEn 33 (8
6-a, b).
CMTCTIE50%L EIC
developmental defects H'ox
5h, B dysmorphogenic
syndrome ZEA TS, wide-
spread type MDA local-
ized type LWBEIC, FE -
ERESZEMHTS. KE(ESL
DIRERMES, STRIERBX
BE, BEEHLY), B84
% (D hemiatrophy, &38
(Rb) fE, RIEELLS), O - m
BR (DEPEE, BIRER
7, BIEERENRS 2 L), i
BR (CKEEE, RNEEE, B
RS, BOREERRL), B
(FRAEE L), DN,
0%, dental dystrophy 7%
&), BRI, FHEXRR
&), A (FEREPIRIREEE
BTAER L), MRETESS (rec-
tovaginal and/or urethro-
vaginal fistlas, absent clito-
ris, RETHEE) ([CHDBN
2, INSDOEMEEDED,

208 & 822

THICBLDEE - [HBIcEL
7z anomaly - heterotopia @
BEVHD.
CMTCE&BOFRIIEHS
EOEEEICLD. GHEEIC
WY DIEE R & ZE
MRCETNETENEET
Hd. BHENBRENES
TH3E5, BBEBDEHTE,
BES5UVICQOLIEFREFTHS.

M-CM/MCAP %
5 < %P8

CMTC OEMEEFFRAD
THd7M, LIEITCMTC Dih
TREEZSHL, BLEET
IVEE - TEIRZBRT 272D
high-risk subtype &TNTE
7z macrocephaly-CMTC syn-
drome (M-CMTC) (ZEL,
@ ZNnAH misnomer THd &
WDIBEAT (B2Ira DY) M-C\W/
MCAP &EEETEh, E5I1C, @
ZDOM-CM/MCAP IZHT B IR
FEGFIBRESNS, WD
KEGESNH DIz M-CMTC
% M-CM/MCAP (C LG FnIE
B5RVWELEDE2DDT
IL—"TH 5T, Mullken D7
=1, 1ER M-CMTC &&
FNTEEHDICERHSNSD
ERE(F, H£IBeVA cutis mar-
morata TEH CMTC TH A<,
capillary malformation (CM)
A patchy & U < (Freticular
stain DA EETHIRLIEDD
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Tt (CNSHAD - 290
f - FBR(CIENY D), F7z ulcer-
ation z&£ U9, UIFUETEE
M hemihypertrophy (over-
growth) & &/7z9 R(F, CMTC
EFFEELEED(CMTCT
(&, UEU(F ulceration &4
C, MOTRRICE(bEEETE
(3 hypotrophic [£%3) Z&
#155Y, Amy S Paller 7
=13, 1ERM-CMTC &&
NTEEzEs, NESH
& CMTC T <, EEERDPROD
PIRERFE & IS reticulated
or confluent port-wine stain,
H LU persistent capillary
malformation Tat), Tinb
PO - FERICHELDEF
T ERELEDTHD.

D%, M-CMTC ELWDESE
[FEEAEEDODNTLEL., =
7= BEHID M-CM/MCAP (&,

SN, Mullken ¥ Amy S
Paller "MRATZHEHZBLTL
728 (8 7-a~e). M-CM/MCAP
(F, ZOEFERL, FEAELH
EOREAETETHS PIKSCA
MZER (somatic mutation A
EHA7(CEUE, (TS5
Tgerm-line Z&)) THBC
N, BEEACENETY. 3
DDV DHDEERE LIS,

ANE (SRR - (U - MED
RELCHVWTPDONRREZES
T B PI3K-AKT-mTOR 37+
MEREZTHESE S PIK3CA,



Cutis Marmorata Telangiectatica Congenita (CMTC) & j

Macrocephaly/Mega lencephaly-Capillary Malformation(M-CM/MCAP)

PIK3R2, AKT3® gain of func-
tion Z£ (postzygotic muta-
tion (mosaic), BLU—8Bl
germ-line mutation) (C&V)
BEINE, KBEANRT NS
LERBFD—IRE U TEREN
TEID, SIHIOAE, M-CW/
MCAP (&, TFEZEA hetero-
geneous segmental over-
growth phenotype, —fIZ(&
BRAID M-CM/MCAP THH
5 h i fibroadipose over-
growth (FAO), megalen-
cephaly, limb overgrowth 7z
ENFH, macrodactyly,

isolated large lymphatic
malformation, CLOVES fEf&
BCHSNDEEIERG ED phe-

notype EIRZaAZ L D 3,
PIK3CA-related overgrowth
spectrum (PROS) &WWSEEX
ICEEENBIRB[ELTH, B
BINBES (o0,
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O —)bi [HE5E | o 3L R M IE o NIRE#E
HELUTERREN, DAETHBIELSMLE
ECWREEDSED SNTBY, FAERIZIHRB
BRELDLERAETN TS,

ZO—N/T, 7uTT/a—-VARGED
THBH DL O A oW TIRET L 723 12
Bipv, AL BB LTS H AR
MEELRE CFRF LA SEMICH LT, %
AREORRE BEIZ 70 7S/ a—Lo
MARTGIE 21T - 720 FOFRMPEIZ DOV TR
MEEL &L HIIHET 5.

i E

(EFIO) 2% 9 1A, &R, ERIED
ARMER (EER)

R 1 AREBIV 2 MRS L,

20154E 1 1 6 HZH

2015 4F 4 A 21 Big#RdvE

ST EE SR BT

T RRFE SN R R A VR

SEER o TS /O0—b

25 EE O 10x 20 cm OB (2 FL VS 1 i %
DT JEBE IR E LI LTEBY,
M A 2B X 9 I127% o Tw 7z, Life
threatening hemangioma & #ZM# L, 7L F
=v'ua Mk 2 meg/kg/ H O HNIRIERE % BLE
U720 1 HOWEHETRIBIEHEIT L20S 1F
B IERICIEE SR L7279, kLot
HEROFHxHWELTATEA FHIRE
EOICTEMMRL. T2, HEEEDS
BEL7z7- 0 RETo72. BB, Bk
77T a— VHREEEZ T T iaho
Zo WEIEII T #E A VHBENIBAT L2720, R
WEEL L, BAREBEROZI L E LT
AT7u A FRIRIIE S, FEOEMNAR R
HolzDt, 1 FEORBBERICAREILLA
FiE LB X2k o7z OB KREE
DD o Tzlzd, REBFOTHEOD &
29N ADKER»L TS T ) u— Ak
HE G L7z, WIREGFI X D EEOHE
BT HHEBEML, TOMi/L T Rl
EEMB ARG TR - B - REEHET
HEHETHIEPTE, WMEEDRECIERIT
2720 VEEA D AOHIRIZ & o THEEIZIZIZ
HEL, BAWLZWELRDLIILNTE, Y
bele EABI B ZLEE L kol
PIRREEH I IGHS - TR - B 2 SORIEM
ERbNBERTZ»o72 (B1),

=ZE AR m58(10) 1 1141~1146, 2015
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e EHEWOEMBEREEH LMER, BE
EEMES TICRIGLEVCEMEBZ&MH L

mERE
O KN GREPETBED A 2L DOE
iE

BRIIERSBEDS S HAEOHETHED SN,

L o 2R EoFER 2 EEIEFI s T
Who 72720, K& AT L2034
7MW (hemangioma with a risk of perma-
nent scars or disfigurement) %53 & )T
H5b.

GO 3HNIBWTEH, BHENRUEEE H
WICREHEOREZRIZ)ATTIRT S/
o — IV INIRER 2 175 720

T Y 233 FIOEFHF R T £ Lol
HCIE, A6 B H U Z Blgh L 7298
BB T, 6 7 HUBRICBMG L 2IER L
DEBICRMRERNNZro72L LTWA,
WRPFEW T - 729 B 123 9 H H) T,
AR B 05 24 400 7 JIEIBE 94 o 2 A L 72
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BEOHEBRZGLIENTE JEH 2
(6%) &HER 3 (7THE) Tid, NIRGHERI®G
MY S D GHEN R T RO 2 dr o 72,

Bama i LARE O B 28 LT IRGHE 2 17 -
T, WEEOHRHEEE NIREBRONIDX
BlE2 &2 v HBIIICA - TH 505
MENETH NIREEP AN TH 72958
iz o L RBFERE 2R H 57, FOHET
& 2 EPIOBBA R ORKREEZ L
BHRO/NRERE O F 28— FAT 11 B
® visual analog scale (VAS) % HlvTEEAM
L7855, PIRBIAAIC & » TIHBEEDT 2 5
PRI/ LTWA, S5ICTHEBE -

THWNCRATL Th o L IEE 2R T 5720,
MWEHERZ BT AEM T, Tur5 / u—
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CTEDLEVH A Y MIDOWTHLERLT
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{ABSTRACT)

Three Cases of Infantile Hemangiomas
beyond the Proliferative Phase that Were
Treated with Propranolol

Navaki Rikihisa. MD™. Mai Tominaga. MD”
Kaneshige Satoh, MD""

We report three cases of infantile he

bevond the proliferative phase thar were reated
with propranolol. The patients had severe disfig-
urement due to residual tumors. Orzal intake of
propranolol was started at 2.0 mg kg day and vital
signs and blood glucose levels were monitored.

The first case was that of a Japanese girl aged 2
vears and 9 months who had a facial-neck infantile
hemangioma that was treated with oral steroid

therapy during the proliferative phase of heman-

ra growth. The treatment respense to the
snth propranolol therapy was excelient. Be-

the tumor was almost completely involuted
» acceptable aesthetic appearance was
ved. surgical intervention was not indicated.
second case was that of a 6-vear-old Japa-
vl with a facial infantile hemangioma that
snsive to 16 months of propranolol
- residual tumor was completely re-
serial excision technique.

case was that of a 7-year-old Japanese

girl with = ntile hemangioma. The red-
dish 1 v 2 paler tone after 16 months of

ol. However, no change

wor-affected area after the

Was goserved

therapv. We cot ierermine whether this was

caused by sponiar o or by the propra-

nolol rearment. 2 such as stri-

#s were observed
in anyv of Lhﬁ three cases

()m ze\uh\ sug i intgke of propra-

am

ngioma during the
;f hemangioma growth
solution of aesthetic deformi-

i ontinued i no apparent response to
nropranoclol is achleved shortly after the initiation
of therapy (1-3 months). A better understanding

of the clinical features of propranolol-resistant in-

j~

fantile hemangiomas from clinical experience and
detailed observation are needed to improve the ef-
ficacy of propranolol therapy in infantile heman-
glomas.

*Department of Plastic and Reconstructive Surgery, Chi-
ba Rosai Hospital, Chiba 290-0003

“Department of Plastic and Reconstructive Surgery,
Chiba University Hospital. Chiba 260-8677
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