9 fHtfRzagy Y I\ BEOEEGREMR
At B XIREES. £ LRI IEA LRI ERALY > T3, [EZECHEI 26ICH
HARE () [EBEO—BHRE (+)o
B: BagpEss CT Bkl &, &1 - hiiths > S ERRANLY 5 AM—BRY—L£FER S hEV
BEMRE, KOEEZBMYENTVS, LEREAIAN, MIREAENEHE
C: BEpER CT KPR, B4 ME 2B 5 PHRFRE, REARHE—.

10 FREOEERERR
At B X REE S SBEPEICAENRHEHT 2ERBEEH 1.
B: MEREs CT BT R, Migs 5ER LERICEY 2AlHRERE 289 5. AEBIC
BRERSH ).
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B:

C:
D,

11 [EIRMEEROBEREMSR
ETEOREEREZ&H L TV 2IER.
DB XREER. A THEFOER G AMMBICREYT EERY (+).

M EpES CT TRARETR, A THEOERR [EDEHOEF AR ICAEYE — TLRTB L RERIER

Tht), BLEEHRHDH, ARILERE L

HEBER CT FRER. HETEICEL TEBERESH Y. [KECEANEHL TV,

E: Jotpi&ss CT kK FhiiG,. BEEITEMEDBORICHWRE - AEREICEL TSN, ThHEE
BINEBEL TV 2,
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1B BERESOUYHNM  2ORTY ~EEY FT2—IU IR - LR

SRR
MERE

RR D VDICHRBICHITT DD

FLU®IC

Pl o> B A R T e - LR IS ERR YIS
SIS 2 55 DIRIFROMENETH 5720, §F
WIS TE LS DV TR T 5o

PrANR - LR R I NE (critical infantile
hepatic hemangioma) |35 2= 57 8) 45 o ¥ i 1 5=
OV (BRI 22~ R 23 8, IO
PR 24~ PR 2SAEEE) DI E ) B S e &
NT&7ze TOWRDTFD HN20154F 1 HIZ/HE
BRI BRI Stz HVERNC IO RS
WEE L THAINAEZ LD B, HER O
NG RN AN A Re B [ B4 70 & ELIE R BAERYREIR 7
E324605H 5, —7, ABIER Tl RS
WCTHARFER SN Db H 5,

HER - AIRFFESOER!

BER - LR ONIESE IR 5 B TH 528
EWHCTHBEOL OV L. TOMRENLZL O
A%, WFENETH 5o FFmEE L B 2RGRE )
H5HOTHBBETHELZ VAR H 5P, EXR
b OILOARE, BEEE, FPRAS A4
FUIRIR B BEIR T HE 2 & 72 LIRS 72 & TNZAVRRRY
BT LEET L, T, BELOHENDODE
Beds B % A E0H B SIS
WA TH 2% FrA g - FLIR ONFIEE LMt
IETLONRE WD, ERICIEEW) A7 &4
Bl sNd, @l LTHFIESMEE 20,
Z Ui e-fetoprotein (AFP) 258%127% 5. #1
AERTIZABEWICAFP O EMHETH B, TOFD
oh LddHE EHILE DrHf {HKE 0B
s JURIR RS BN AL L 32 45 0
T 812-8582 ] LA b vl B X JG 14 3-1-1
E-mail address:taguchi@pedsurg.med.kyushu-u.ac.jp
SR YN N GYAS

L3 EASHF M Tl &S EIC 2 5 O THEBICHR)
TH5HY FIFMENE CIEREEOMmENE* AP
THIEDNENDTEEIR D,

AR - ARONEEOENEZRTIICELD
728 B M T E, Focal Nodular
Hyperplasia, HZEL@SRRNET, BV E30E, 5
ROGANE, MERNIE EFEZ &STH 5L,

FrnEED %R

T R AR LR - FLIB OIS 0 ) b b
RV, BADFINEEIZIFOFIRTIETH
0. HEGHEESE A ER IR EE T, KRB
WASTE L 72 P 2 NI line ST b,
ZAt U A2 R - 5L R I 4 JE (Infantile
hepatic hemangiomas : THHs) 3 B4 @ I E B 55
TMENEZOWMELTHTHL L Ehb, TOT
D95 # O CHK T 1d hemangioendothelioma & &
IHEN T & 72, R OBIFIRAIE & REA S
TWAEELH D, — T THARIICERE R
ODAEEEE 235 59 2 FIEEORFREIZ O W
T LR OF TL +o% 7T — 5 3o
THBLT, IMENEOREMEEE & PIRRIER
X Y NEROB A B ITAER b FE ST
BY., GBI LITHE L TITLEDND %,

IHHs &, FRRAIZEAE IR TR S 9128l
LTLEH e, BAFZE oA RNOEZ»0
HfiToWEZ M TlAER SN HE, UTo
IO LEELMEREET2SE AR>S
high volume @ shunt IZ X b .o A" £, Type 1
iodothyronine deiodinase # A= 12 & 5 FUR AR
R THE, S22, abdominal compartment
syndrome &t [ FLHE - AlL7: & DA H /3w A

I REEARE B
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=1 #HER - ARFEEOER (Fernandez-Pineda ». 2014 X b i|Hiz)+

FrmEE BREMEE |13, T4ET e | B
R Propranolol
: Glut-1 positive/negative | Zfz
[RBIESENDAIEM | B, 3% |HE ]z, Fi =15
(FNH) Glutamine synthetase
EIEEERE FHiER F53E Vimentin, | BoF
desmin, a-1 antitrypsin = |
s actin, cytokeratines ke : :
FriFie iNiEWN AFP EF {EZE0K, i1 | EFS 30~90%
IBEEIEPE =B BB S ol MESEDE, SF | EFS 60~90%
) FrPIErieE ;e KRB E
[MEME Frotents FRIR Glut-1 negative {LEE, Filr | TR
‘ METIRED A
BEST R RES | B3R JRIZINIT/BAF47 {E=FE, Filo | TR
ROLRBIRMERE | HEE FIESMA, a-ACT, L Fi | TR
’ ’ desmin, vimentin -
WRFENEE | FEX NFISEVHRER LA, FilF | EFS 50~90%
. : BEMYC-N | EREDE

EFS : event free survival

1 &R - ILRMEEDSHE (Christison-Lagay 5, 2007/Kulungowski &, 2012 £ D 5[

A Focal(CT), B : Muliifocal(MRIT2), C: Diffuse(CT)

Uy MEGEREER ETHE R EDPH D,

Christison-Lagay 59122007 =200 70
1)—:focal, multifocal, diffuse (= 5348 L 7z (B91)0.7,
1) Focal

MRINZ T, BFHIR 7% A O EIEOIEE T, T1
Thypointense, T2 T hyperintense T, HHREA
B MR MO 72 DT THZ B0 KB
WIEIRT, BRI ED 2w L% v, A
B D routine BHFWMATIHRALEND Z & 2%\,
LTI Glut-1 SRR BRI TH %,
2) Multifocal

MRI T, £%tEokEoEE T TIT
hypointense, T2 Thyperintense TH %, KiEhs

[BEHES Vol.45 No.7 2015-7

BRREZ AT 50T, MAEBROBEERE
THEIN B Z L% v, A-V shunt # P-V
shunt @72 % high-output LAEIZ %2 2 5E 05
Bo WHETIEGlut-1 REGEEHETDH 5.
3) Diffuse

MRIB & O CTICTRE T &kt &
5o ¥4 L ofubElA enhance S L7 W ER O
EHROLIBETH D, BERERERTET S
bOME L, FFEKR, WAL, EEO compart-
ment syndrome, ZReA 2k ET 2T 5, T
Type II iodothyronine deiodinase #EAEIC & 5
FORIRASREMR T JE 12 £ b mental retardation % &
72L720, DAEREBERELZET 5.

985
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=2 FER - ARFOEEOSECES (Kulungowski 5. 2012 X ) 51HE) 7

= (&) 16/33(48.5%) 45/68(66.2%) 14/20(70.0%)
Nig 0.13

White 16/28(57.1%) 48/62(77.4%) 12/16(75.0%)

Black 4/28(14.3%) 2/62(3.2%) 1/16(6.3%)

Hispanic 7/28(25.0%) 7/62(11.3%) 1/16(6.3%)

Asian 1/28(3.6%) 5/62(8.1%) 2/16(12.6%)
HEERTESH 9/30(30%) 0/55 0/15 <0.0001
BEmEE 4/26(15.4%) 48/62(77.4%) 8/15(53.3%) <0.0001
ERSER 38.0£2.5(n=24) |33.8+£5.4(n=53)  [37.8%2.5(n=12) |0.0002
ZHIBE 30.3%51.0(n=32) |127.9%269.6(n=66) |73.3£56.2(n=19) | <0.0001
CT-1 538 o/ 11/11(100%)  |2/2(100%) <0.0001
BRI HEAEE T 0/17 9/42(21.4%) 16/16(100%) <0.0001
TSH(uU/mLIE&0.3~6.2) |3.9(n=9) 177(0=25) | 66.4(n=16) | <0.0001
DIEA 6/27(22.2%) 9/54(16.7%) 9/14(64.3%) <0.001
DR 8/30026.7%)  |11/61(18%) 10/18(55.6%)  [0.007
Vv 10/26(38.5%) 9/57(15.8%) 15/13(38.5%) 0.04

Christison-Lagay 5 1384t A 7 A B L,
ISEEMIZ 12182 ERTL, £09 B 11963 =D
DA FITY) = ENLT, FORREER2IC
R, Focal TIE AR Z W 2530% & - 72 4%,
Multifocal % Diffuse & 1 1 b 72 2o 720 B2JF I
% I 1 Multifocal T77.4%, Diffuse T53.3%,
Focal T15.4% T®H - 72. FIRPRBEREE T 12 Dif-
fuse T100%, Multifocal T21.4% 1Z%F L T Focal
TH0% THolzo 2B LD Focal® b DI
Multifocal % Diffuse & 1ZH] & 2 1AW S2 012 7
HHLDTHDHEEZ LI,

FrinEEDEE

AR - FLIR M E o B AKRIE, =20 AT —
DI S B0, Oproliferating phase © £
9~12 % A, @involuting phase : 5~7 i £ T
apoptosis 2 mitosis & _EJA ), Stromal cell 23/
B O A Y AT .@involuted phase: fibro-
fatty tissue [CEH S N7RE L% 572012, i
KW EIIHREBBIE L 25,

ZO L) \CEKBRED IR SND 0, AT
WA TROBBIE L, BN 5 Z & 2R T 5o
HIEROLEE 3. ARIYERZ BIRT 5. &
LT B 78y H—dpropranolol DE RS, &
FEFITHIRE SN T VB89, 2504 FIZXLH

WHIT & 7275 &t id propranololfirst choice
2% o T, Fr DEIZTHHAER LR OMm
ENE1E propranolol 12 & { KIS T 5. NEHBIHE
IR OB A, BIIRERST, FEIIRGS, B
CIkx, IR EPDLELRGEDH B FER
%% < abdominal compartment syndrome % &
TAGETIRFAIENLELRGEDH 5. HET
VI XL X6 % b EICB2ITRT,

B85

H AT FE B L 72 multifocal type @ H BB % #H/v
T Bho FERMYIZ propranolol EF R TH - 72,

REBI : 264 H, ZIR

FER  HE, IR

RIREE -

EECTHRIEMR L D RSN Twzh, ik
33 MOES T IR EIIR & FKBS £ RO,
E BERERL 2 MR, IR 35 8 AR I IR Bl 25T
Nizo IR 36380 H \Znon-reassuring fetal status

T CEREN I T A,

WA 1K EE 2,888 g, Apgar 1/5/7 xio 34 BARSE
THY, HAERT CICRENFTERIINICUNA
Beholz, EMIIERZEREZ RO, IFiEE
BEEb I, WA, WEFEICHLT, g7y
h—PG L AT 4 K2V AR LA,
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&R wiak
HE K I RS CREBEE
Focal —
No .-’
Shunts? No
Yes
Multifocal - N vm————
DAE? DARzRE | RABE
o ‘ Yes Propranorol TR
- rogression Steroid ;
DALEL | EERE
TSHF w7
. d No Propranorol
Abdominal Steroid HHEE
Compartment EBEE
Syndrome? TSHF v
Yes Propranorol
Steroid
T HEE R

2 HER

JEZPE ) DIC &0AE % B0, I RAFIRE & 7
U] J]'R’;‘ﬁx?@%j CHDF 7 EQEHFEHR; A Th Iz,
TAIRBIIREL RO 00, BEHEOAR
Rk ilﬂﬁfﬂ:%i Hit, 5l &% & OMEHE I
BRI & o7,

SRPRBREE ¢

BT : 36.7C, BP:93/45mmHg, HR : 131/
g, IRERRE B3 d D o

JEEE - B, WIREDERGY, LIEEICIERE ok
EhHY. EHORFICHEZRD b

CBC: ’

WBC 9,600/uL, RBC2287%5/ull, Hb7.2
g/dL |, Ht22.4% |, PLT 78,000/uL{

HRER

Fib 207 mg/dL, TAT 10.2ng/mL t, PIC 4.4
pg/mL 1, FDP 55.8ﬁug/mL t,.D-%14<v—358
pug/mL 1, PT-T 16.9%, PT-INR (INR)1.40 1,
APTT-T 56.9% t |

H{b= -

TP4.3g/dL ), Alb2.7g/dL }, BUN 29 mg/
dL 1, Cr 0.56 mg/dL, TBil 44.8 mg/dL 1, DBl
34.1mg/dL1t,AST 567 U/L1,ALT 183 U/L1,
LDH 3,753 U/Lt, ALP 149 U/L, G-GTP 83
U/Lt, CRP1.29mg/dL 1, Na 136 mmol/L,
K 3.7 mmol/L, CI 100 mmol/L, Fe 230ug/
dLt, TBA 70.2pumol/L 1, NH;60ug/dL

- FARFFMEREORE7 LT XL (Christison-Lagay 5. 2007 & Y 51JHeZ)e

EE~Y—h—:

AFP 6,761.0 ng/mL(AFP-L 3% 13.7%),
PIVKA2 14 mAU/mL

BIRBRRILEY TSH 10.374U/mL 1,
1.98 pg/mL |, F-T4 1.40ng/dL |

ABR#ziEa

PRAFROINE &2 Mk s 5 78t & L7zo S THT]
EREA VFINEEG L AT OAL ROV ARG
L7z ABEEDEIZ2~3EORCC, PLT O
DUERIREET, Bill3 40 ifs CEE) & Hil) 72,

3’1:[595 1A A XD ik A e am & %

, WM T S E Le L kol RAIZAST,

ALT@{@L&‘% BB & &I, Bilff b iR AMER
Elp oz N ZIITKE S EF 7 e,
MHBERNIREE Rolze AT 04 FHHHRL
ik L7z Bil b IZIFEFLL, %847 A TE
be& o7z (B3I FBEZHR) .

HROZAbidER CT TiB - T 47285, multifo-
cal type T, LI 2TIEH 32 MEHEORKED
HADRALNTWES (B4).

B5HEURZED/MR

JE A2 57 ) 48 W 36 e SRR BT 78 23 (R H UE ST I
22~ PR 23ERE, HIOPEF R 24~ F R 25 4F )
WCTHREMES LUOTBHOTUE [ 6 TIC[E
FERE R R L 721 £ 37 HA/NEA R 278

F-T3
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Mk 7 © UM 4z o JH RE M R R 2 A8 SR B9
BENRIEBIRORAE 2T o720 HANRBIELAE
KOFRIENRE 148 Hifk & W R b N fiAE T

B4 BRICEEOES (5% CT)

S6fERk & ) MEAH Y, \BEIOFIZBNT, K
SEEH Z BB 26EBIDFE S0, 266112
B AEMIEIRE Z OB, OA226.9%,
EME PR 23.1%, PB4 15.4%, BN - &
M11.5% CTd-720 Propranolol L FFBHEZ & D
MHBR OB AGIBINT 2 @A AR LND —
B, AT a A FAEEENGEE L L OEEEOES]
WZ3RE 2Tz, BISETZEH O B P LS
L5V ay 7 EToBERERL, SHBRT 7To—F
12 & B3 R S o feasibility 7 & AVRE X
N7ze WHMEEREE S AT A OBBICH 725
T, RO MR ARAE S 7z,

R 224FEEA B O FATHIZEIC X 5 19610 57—
FNR—=ALGbET, BINI A7 OH 5 HHE
JF I T R A B TR S~ 10 BIAR A3 589 L C
WhHLOLEZ SN FESIZINIE, 2561,
W5 DILRED A BV, U A7 T B O
e & 0 b Ee[EGEDEILRYEE & R ISH T W
TWh I EMWRBEN. ERE LTI OAE

ALHIE  BER BAEI11.5om, BIEkRE  ERINA EAE1.7om, CIEB2NAR,

—- Plt =< AST = ALT (me/dL)
(U/L) | B #EVILES - BEEEUILES (x104/uL)
1,000 T T T T 50
900&[ - e el 45
800 T+ L o | SR S T
700 4 135
600 —+30
500 45
400~\"“ Nl L
300 4
200 e
100 258 T
o WY
264 H
2 mg/kg/H
&3 BRMIORKRE
BAZI11em, D E83HB, X104 cm
988
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g3 HER - ARESERFEARNEEDSHESE

x4 HER - AREBEFERNEEDEEESE

FAMBERECLITD), 2)ONSERES B0

1) FARICEFRTE 60 mm L EFREZEFSROMERE (&
2B
2) FCHFBDE—DLEDFERESTDED !
FRER, BRES SBEE, IWeEd, BF
£, FHEXR, FHEREES, FIRIREEET, =8
IS

i FEZHOSENR
SASO h—AME, &7 VEZ7INE, REMERE

W4, EEREREE, NES P HI 2 &R EHE A
DBEEMERELTH SO THEREN, 20
)L, OALEERSE  DES TS e — )L
BECHY, EEABIIMD 0T, FIkET &
5 DIREREBETH > 720 TR TIEBEICK
T TR E AT 10 7 /mMm3 L T T 5 4
2, BHAHrnET o bu v Y VREA20 DL L ICIE
ELTWwWh, IhXb, BEEELLT, A£Gk
BRASE > T B EER, HETIUIIECOERD
& AHHESE, T CIREROEROZVWERbN
BEFE T A LN RTH B,
INBIZFEDNWTHWOTFF] & & BEESFEE
MR SNz MENEDISSVA T EEZHFEL D
O, WP SN IZ AR, AR R
BEOEALE, BOKHICEEI&ETHE, E
JEREE LT, AaoEBihE > Tw 5B, I
BTN TEORBHBOD 5 hEE 3 CIiddds
DIEHD e Bl B BEICHVT 52 & DS EE
ERbND, IS e IR E OB
HBER]), EEEIEREERL) ZEE L. &
NSHH20154E 1 HIZA Y — b L7z/NR B EE
BB X OBEEE SIS > T b,

HHOIC

AR ERFES & ORE, TAe, BE
REE, Bl ERROSE, AR - 2LEL
EEOM RN R D B\ e ANES T HABREDH
FEN2 7 DEEROGETBBIETI WA,
BIER DY A 1 d propranolol R A 70 A Fiz L&D
ARG L 65 1B & T 5. NBIIRERICHET
HEOHEZIVRRNFNERE EET 5. £72MEE
ZW S NIEGI IR ABROBEE R EROEH %
FM L THISS 5 BEFD 5, ”

BEHES Vol.45 No.7 2015-7
—794—

- BIE L ESORRIELED TVSED
BERE (PT 208LLE)
IV (HVREL <10 5 /mm3)
Steroid#SICW U T PTiE M, [VIVEBOETHY
EULRBVED
- PEE MBS TR EmOEBEN DD ED
TCHIF2DDE—DL EOBBENHFSNDED
IDHEREIE T
IFRfEE
FFARefiE
- BYAE L _EECLISY

SH

1) B WE g & HE R RS IR s
FE WA R B IRM e S I TR B LUl
JFF LA IR LSR5~ 2 (IR D FEREIEIR 722 & USSR A A
N5 A4 R OSE | (H22—iA——~4%—153) JHT5E
(03 BHETR)H22 - H23EERE - o sss

2)  EAEGHFFEME RS R R SRS
SE (MR M oL IRBTJE 5 35) [ /0 B W7 & DL 3%
RA AR B OURENNANIEL - LA
A A ¥ T4 AR (H24— kA 45 (BE) ——#%—037)
(L3R MR E)H23 - H24 E R - RS

3) Kinoshita Y, Tajiri T, Souzaki R, et al: Diagnostic
value of lectin reactive alpha-fetoprotein for neo-
infantile hepatic tumors and malignant germ cell
tumors : preliminary study. J Pediatr Hematol
Oncol 30 : 447-450, 2008

4) Fernandez-Pineda I, Cabello-Laureano R : Dif-
ferential diagnosis and management of liver
tumors in infants. World J Hepatol 6 : 486-495,
2014

5)  Meyers RT : Tumors of the liver in children. Surg
Oncol 16 : 195-203, 2007

6) Christison-Lagay ER, Burrows PE, Alomari A, et
al : Hepatic hemangiomas : subtype classification
and development of a clinical practice algorithm
and registry. J Pediatr Surg 42 : 62-68, 2007

7)  Kulungowski AM, Alomari Al, Chawla A, et al :
Lessons from a liver hemangioma registry : sub-
type classification. J Pediatr Surg 47 : 165-170,
2012

8) Léauté-Labréze C, Dumas de la Roque E, Hubi-
che T, et al : Propranolol for severe hemangiomas
of infancy. N Engl J Med 358 : 2649-2651, 2008

9) Marsciani A, pericoli R, Alaggio R, et al: Massive

response of severe infantile hepatic hemangioma

to propranolol. Pediatr Blood Cancer 54 : 176,

2010

Kuroda T, Hoshino K, Nosaka S, et al : Critical

hepatic hemangioma in infants : Recent nation-

wide survey in Japan. Pediatr Int 56 : 304-308,

2014
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and Treatment

Michio OZEKI*¥, Akihiro FUJINO*®, Tatsuo KURODA*#,
Kenichiro HAMADA®*®, Naoko NAKAMURA®, Masaki TAKAHASHI*,
Kentaro MATSUOKA®?, Shunsuke NOSAKA*™, Toshivuki FUKAQO*V

Key words : g

disease),

e
s
I

Lymphangiomatosis and Gorham-Stout

1 :/'/vi’q{:;[t!}'ﬁf(hmphangiomatmis generalized lymphatic anomaly),
1 2 8853 (lymphatic malformation)

BREE - J—/\LARDZI&

\nf%%‘f’)
IE—%zks)
ez

Disease : Diagnosis

s B
BT il

A R

FE¥ESt 50 | B31~539, 2015

=25 2975 (Gorham-Stout

FUIC

U oA ESE (lvmphanghiomatosis, #5300 1
generalized lvmphatic anomaly & #iE41 %) (3
GRS U > SEHT SR B RN oA
&“?-é“#“li%&t”f HLH. NN, FEEICE S TEIE

L, ffREEBEESIc L0 s 8 £7208, AUl
B EHERE R AT A L TERARTH S, HE
gL g%w‘\, BRI, D o SRR, I

FE LR 2T, — T, T L0F X 1954 5
Gorham & 5tout ST PRI F L &7 “disap-
pearing bone” ZfHH T 2 HIT, EOEML,
AR ) SRR 2B TH 5, 1983
oz Heffez & 2880 L 72 3EH8E(ER 1D T
i, AIEAOEBEIZ v E ST W»waER, F U

W% 5 SRR S S0, MR OBRBEER SN

14

TWwA b o3, BRIMIZIE Y > ST
LTI PO T M@w:&%u{c 1,
IREFEO LU L EESETD ISS\"»\
(International Society of the Study of Vascular
Anomalies) 53903 2014 FE2 7 v 77— b &,
INFETY »ovES malforma-

-7
£

71 I (lymphatic

tion) & —H5D T /1, (7)753 i {ArdEa e
(#2). I, } SN B B BRI Ik
{EHLTETNE ﬁ,zm?%ﬁuom 14
m%*&A?%6¢,;WW%%TC@\3éW
PHEBEEONIN RIS TH
D > INERETE,
 O—\LBOE#HEZDEL
INETHENTIHEEREVEE SN DAT,

IR T — 5 BIEHE Lo Tz, bIb T

0 R AR BRI A A P BN URTESE [FH01-1194
ate, Gifu University School of Medicine
NS NI

Ny e i R S T

LRSI SR

I R vy — A
",5354 fl.a?ﬂ? ERd

e ¥ ¥ — R
=N ERIECE R vy — R R

’f‘{hm.m}i Ikl

0B57 O438/15/80 D YBOSET 1Y LI/ JCory

SR BEAIIAC 2 o 5 — R A - MR

FEMESL 50 % 6 45 -

B BT 1-11 Department of Pediatrics, Gradu-

2015 426 H b31

—T796—



%1 Heffez SHRBL - LAFOBEEE

(1) a positive biopsy

(2) the absence of cellular atypia

(3) minimal or no osteoblastic response and absence
of dystrophic calcification

(4) evidence of local, progressive osseous resorption

(5) nonexpansile, nonulcerative lesion

(6) absence of visceral involvement

(7) osteolytic radiographic pattern

(8) negative hereditary, metabolic, neoplastic, im-
munologic, or infectious etiology

{Oral Surg Oral Med Oral Pathol. 1983)
* (6) T, WEHRESRLILELTWSY, HEFREESHL
TWAEFRENSHH D, BEOERLIRE->T0 3B,
ZORHEMBHRED DT — N AFERL, Thiz T
BT — AR ERABONBRETH S,

B 24, 25 £ OBEEFEEH U EBTIRPE
HED ") U EEEOSEEFASINES X U2
W - WREOMBICEET 2%, TeERES
TolER, VU /NEEE 4246, I—/A5K 40
P EF S h, TR EHOBEHOE W RRET Lz,

T—NLFEOBFREE D X, BEEL»OEE
L, JEdML, WOBITOL OEE 2, BN
& o TREZEPBENC X 3 FERFRE-S B IE8 0
D UNEER) VNRER T, BERY, Sl
T, RERENIBCRBECETLTVWAE I NS
{, BHcES &, BHizHE 5 LA
THREEERERT. MOBEHERL R, BH
ERRISHEBERE ERED ShiRV, —F, Y
CREEREON 3B bEEEREEED LB
(H2), BEZHhLIBERT 20888 T,

T—=N LR L DR BITPRB OFEB L,
BERNRECES T, BEGREEOREL Ho .
NIRZE I Y VB IEE C B W CHBRE (e
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Lymphangiomatosis and Gorham-Stout disease
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Abstract

Lymphangiomatosis (recently renamed “generalized lymphatic anomaly”) is a rare disease
of unknown etiology that features an increase in the number of lymphatic vessels in many
different tissues. Gorham—Stout disease(GSD) is a related disease characterized by lym-
phatic vessels involving the bones and resulting in progressive bone destruction. Respec-
tive definitions remain unclear because these conditions largely overlap in the clinical
setting and are both associated with pleural effusion and other visceral lesions. These two
conditions have recently been differentiated based on imaging findings. GSD is character-
ized by progressive osteolysis with loss of cortical bone. These diseases present consider-
able diagnostic and therapeutic challenges. Implementation of basic and clinical research
is mandatory to improve understanding of these conditions and optimize management.

Key words: lymphangiomatosis. Gorham-Stout disease, lymphatic malformation.
generalized lymphatic anomaly. kaposiform lymphangiomatosis
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