ETHERUMEREMERERE (FOP) BRARBIADL B a—
SERRAMB SR BIAE R

FOP&liE?
BRHNTENHE . B, ZOMOREEMED D FL2NT T E Y | ETHIC BB MR K 55 Qe R
PERISIRE,
REBEATTE 2 £ 9

& (BizEite)

200 ANIZKI 1 AND#EE, BakhixlE4%, (Delatycki M, Clin Orthop 1998) (Connor J M, J Bone

Joint Surg 1982)

YO ARE MRS TH D B IFEBIS S, HAEREO B OERBBER L TOD AN $H 5, (Tuente
W, Humangenetik 1967)

AHTIL 4/55 BITHBERED Y, GEIEEE, L. KESE 1985)

BWP type I receptor Td % Activin A Receptor, Type I ( ACVR1) M5 DZHRZER (617G
>A) BRE, 7272 LIBBBNIAENT 7%, (Shore E, Nat Genet 2006)

HAN 34 b3 T ACVRI Efx 23R H (617G > A) (Nakajima M, J Hum Genet 2007)

SRS
B LI FEAE|D (Cohen RB, J Bone Joint Surg 1993)

5% CHHLLEN, 15 TR EDHITHEILZIRIE L TW5D,




BB AL FSAEAEED (Cohen RB, J Bone Joint Surg 1993)

FALOERITER-UE | BRI, TR EAL AR > TP <, BIEO L BREITIERVMEM 2 H 5,

AR, AhRBI DB LR 3 (Cohen RB, J Bone Joint Surg 1993)
B - THE - BRI HE L BAEBHEIT L T <,
ZO%BRRAME « B - - BHEEIT L, RBICWDINICTROMBF~L LN > T <,




TFOPA %58k 25 H[E 138 BT > 47— hRE (FH#) 21 7#%)

FOEERT LA 2.5 5% (0—175 ).  FAE=Flare-up SR BRI BEREIC RS\ 724611 73%
WIFSAEIRILER - FHHD - JHHHF D Swelling, Stiffness 7% 8 Hl, D BENMRRI 2 ERIT A BL—E
Y72 ATEPEE 2 ( Kitterman JA, Pediatrics 2005)

UK D 28 B 24 D7 a1 —7 » 7" (44 20 7%) FIETLE 4.6 5%, FIE="81k

(neck and upper spinal muscles > > hips, major joints, and jaw ~ & {T)
TR TRER DHEEATICEDN & B, EHIOBWNIAD TH D Z L%,
R OFRGEA R DT OB S FIER V) 2. T4E1EN 5, (Smith R, Quart J. Med 1996)

FIZUSA (8F) D 44 BloT o r— Ml (F¥) 27 m%) FHIRIEFE 5% (0-25 %) FIE="11L
WIFEEHACEBALIZFRD - AHE - FHAERZV, 80%DME T 7 E TITEA, 16 5 E TIZ 95%L LB
T hoEEESREE HR) NROND, s | R TSRS D,
(Cohen RB, J Bone Joint Surg 1993)

UK @ 34 il (F¥28.7T5%)  BAOBEITEZ THDH Z L%V, FOPBEFT1 O E TIIR »
FHEOEE R EBEENE Z 5, 20 5k E TICKBEIEESIEE, 30 ME CICHERFF. KM, & R, &
W, JEITE L L, (Connor JM, J Bone Joint Surg 1982)

U S AL sgEE 42 Flo 7 o — M CEY 7. 45%)  FRRIEFEE 4 5T F8%E=Flare—up ?
B ETIZ 14 » AET,

& HUED ;s shoulder>chest>hip>elbow>abdomen>knee> jaw>neck>ankle>head>wrist>foot>hand o JIE 12 25 1
RS H 72, (Rogers JG, J. Bone Joint Surg 1979)
HANDREGIHE 104 FEF] 5y OFFHT - FEREF#ET 2 LI 32%, 10 mLART 84%  JEE =Flare-up ? #)%&

FOALITFE—H5HE - JHHELAS 75% CHBEIFE, H%- SCESRL 1985)

ZWr  (BREFF & EE=Flare—up & H.0MT)
BB

34 BHETEBITRHIERIE D Y 4RI ¥R

Typel (79%): HRHFF
Typell (9% ): RIFEELEARXPEEDY,
Typell (6% ): HR-XPELITEH 1 0@ THHIEK
TypelV (6% ): &TOHOEHNKE (Connor JM et al, J Bone Joint Surg, 1982)
6 8 %D BHE THEMN E < 72 HIC O N CTHEEE B M & h B2 S LT,
HEE AE, (Harrison RJ , Foot Ankle International 2005)
40/42 BITCRET > — Nl CHAR S RSN AT 8/42 Il CHUBIZ RIS H . 1/42 i TRITHRE:

IR R (Rogers JG, J. Bone Joint Surg 1979)



131/138 (9 5%) BET o — FHE CTHIAA S RKMSNCEE  (Kitterman J A, Pediatrics 2005)

28/28 Bl CHERMEREEMH VY (27 BT typel, 1611% type4) (Smith R, Quart J Med 1996)

44 Flrp A CIC PR RHBE R % Y (Cohen RB, J Bone Joint Surg 1993)

AH 82 BID L = — T 82 i SSCRERE 33 i, REREo>E/N 11 . A 28 i, REREEAFE: L 10 41
(BEFRF, AR 1981)

AF 104 IO L E 2 —THREATE S 5 DL 63/104 ] (60. 6%)  GEHEREE, - S ESE 1985)

BUR LA S ERE (Flare-up)
IME 7R & & BRI Flare—up EMEEN D BVR E R AZ O BIEZ &7 L 1-2 » AFifd 5, RIS
b9 203, —EN R T8y A RIS B AT L ~EITT 5, Flare-up IZEGAM %, LT, =D

#1281, BEARD M AL ERT S,
FEH AR CHE R LA 2 Dl TS, X P EEfkid 4 — 6 » A%HIL L AR LA,
(Mahboubi S, Pediatr Radiol 2001)
R LA £ TR BIERICK Z 52, 6 0 THIFEMEIIERV AR Z 5,

(Connor JM, J Bone Joint Surg 1982)

BILOHER T
MG -+ g - RFTHEBALEIBR T - AR - AAERFIREA - hOvai (GERE - JIPTREY - ©
ANAER (L TP d)
67% (135 i) D BE NEHE %I Flare-up # 5| X Z L7z,  (Glaser DL, Clin Orthop 1998)
A TN PEY%: (1—3 H) Flare—up ®FEASRIE 3%, (Scarlett RF Clin Orthop 2004)
FALDO S RFBRIT AR Z E 3%\, (Connor JM, J Bone Joint Surg 1982)
138 BET 7 — FAETA 9%DRENEFITAPBLOBEE&ETH o712 LiF 2 D,

(Kitterman JA, Pediatrics 2005)

BRI EEMAESES  (Kitterman JA, Pediatrics 2005)
138 BEDT 47— MAE 8 7 %D EEIIVEIZEHIFES GEZ O 32%35)
FIEN D IEHER 2 E THB 4. 1+7. 94FETh o7, FOP & 2 SN 4EMO h I EIL 5. 7 %, [EFER 2

\

ET6 A (PRE) DEMZZ Atk emLEIORBENITDT 3% Th o7z,
67% DBENANLE/REM  (open biopsy 41%, needle biopsy 9%, /5 17%)
68% D BAE DR 22 TE (28% FRRRIE, 26% A LEROIER, 19%RERLTE AL
49% 0 A MR IR 2R BEIFAT A B b TEAR 722 AT Eh M 2

(AEREE D 35%., FilixZ T 7288 D 60%, FEblZ2EEHAR D 10%)



ok s AR Z 88 B, /NEFL 8T Bl PIEL 71 B BEEER 43 B, U U~ TR 28 Bl PIFER 19 £
ELWZlia L7ef o BIBAEL 34 ), /NEFRE 20 . &IsF 16 1. U v~ FF 14 I, ISR 116 -

FEERTORILOEE

HFHEZER (Shah PB, J Bone Joint Surg 1994)

40 BIOHE T 26/40 Bl (65%) MUBIED Y , EFIFHED ankylosis &V,

2EIHE - B EHER OB(LdH V, 23/26 473 unbalanced C-shaped curves Th -7z, ZD 5 H 21/23
DS RERE « BEHEICAZ RN A BTz, (CE¥ Cobb38° Hiskfl 45° )  3/26 fi7% balanced S-shaped
curves (sup. 12-45° , inf. 12-35° ) Toh o7z, 22/40 B CIE ~BE~DOBEHEEEH Y . DN 19/22 il T
MBIEN o7, T OBMELEUE & IBE A BERMER S -7,

1B B EEE 2 IS C©h 572, i (resection of synostosis, spinal arthrodesis) & #%hT

B 21X 0 DRENER O R b A R LT,

DA BHE (Kussmaul WG, Clin Orthop 1998)
25 & (555 #%)
DA E Tz L= b DX o7,
A CHIZEBNHIR 2 7 & o0 BEREIEIC X 2 JEAIFIR I > Tz,
FVC (345 44%) 2ME T LTV a2 Flow rate IXEIZER 72 o 72,
ETORE THREAREILIET T 570, Dxa—TIAEADEEEDREITE, -1,
4 0%D B (10/ 25 #i) TOLER EADEBESENA LNz, @ FIRARIEL,
SEINBIEPIE, 241281 RBB B, 26234 strain pattern)

P B HIRR AN DR R bAoA (L) I BERA 2

21FOP /& (F¥% 30 % : 6—7075%) (Connor JM, Thorax 1981)
DAREE - BRIF Ao T,
W) 5. T ik CHEAEOFEIHIRA A S vz, DEREZ 2T 2 b DiTWiehoTe,
PR R COER, DAREOFITW o7,
A B G DR RIBHERFR AR T o o 7 il T ) > 72,
6 BEA TLEXAFNA LN, (3T wave inversion in the inferior leads, 3RBBB)
B THIEREEENHIRR A 7 & 6O AR & 2 JERAFRICHE > T,
ETOHFETEFEVL (F¥45%), FVCCEE 40%) 2ME T LTz,
it 8 e T ) B 0D B FEE VA - AR - R AT - fth o0 By (RSB BRI PRI BAfRE IS L7 b D Th o 72,



FEAE (B O FEE)
4 4 B8EFOT v — bd CE¥2 7%)

7 1% DBRENEE, HEHNOBICL Y AREMET D, 20i%ET4 4%, 30 U ET7 3%MEE

(Connor JM, J Bone Joint Surg 1982)

HAN 28/82 f3il (34%) CPH ABESE, 17/82 il (21%) TRHAREE 22 L (BEMHF WS 1981)

24 B 10 FEMBAR R TH Y Vi« APENIRGO 72O FHraHE  (F YR+ fat pad graft), {Al
A MY AT 2 FHE OFPRZEE3BL U CEEITES LTz, iR OB A 40mm>> i 3 m T 30mm>>
s 12m T 15mm & B3, (Herford AS, Oral Surg Oral Med Oral Pathol 2003)

2 BlC ETFHEMOF LB AR (LF /A Fisotretionin fEH)  — 2 » ALNICEILEER
(Crofford LJ, J Oral Maxillofac Surg 1990)

BREE (KEE2ETLII L)

FENEBRBTE L~ (g - IR —XCBEAPICIYER L —XUEPAZEDfER

(Vashisht R, Pediatr Anesth 2006)

F O P Djflr (HE)
18 5 B - SRR O FAT O 7o O 2L REE, PR DFRTE RO R T 7 A S — A (R

Corticosteroid, montelucast ) , BfEILz & 2B OEE/R < TH awake TV 7 A /S—FFE 23 5 H,

SETIBA - MEERSE 2 O TR TR AR LISMI A S, (Tumolo M, BJA 2006)

12 5 Atk - SUEPRZEDSE 2 0 2 2RO TR 28k & FLF—UFil, BREEHY (1 c
m), #RE7 7 A N—4FE (JEHTH Corticosteroid ), #hkth& KL —TFfF  (Vashisht R, Pediatr
Anesth 2006)

21 &tk : hysteroscopy D72 DEHHKEE, BAARERL 207 7 A N—#% (Singh A, J Clin

Anesth 2003)

Z DAt
(f — B

FEME : 14/17 B35 D lateral mass fusiontsmall vertebral body FHHEDEA IZEBHI O BAL & 13 MR
i, F: BHITEATRIEORTEHY . H—PFEEMI K%, KB : Broad femoral neck, &
B AVEIE, BB, (Smith R, Quart J Med 1996.)

F 1P RBEME 20/34 61, #5 5D clinodactyly (X 15/34 1, JEBIE : 10/18 4T short broad
femoral neck, R&H : JCHEAAMEIEIZL < 265, (Connor JM, J Bone Joint Surg 1982)

F RO/ E BT 11/82 6], /MEOE/NEIRFRIT 6/82 il Z48E 3 i, (REFHT, IR

1981)



(B — BARI LM
8/34 1] (24%) THEWE (B : 341 A5F : 5040 o 24%I13F8EH (P 38 ~DIIE  6/8 HlidLeik),
HEEGIZ2 L, FEHREEEIT 32/34 (I CIEH, HROMO (KE) TEW. 92 wHEMI3s S 1% (premature
menopause 23 >72),  (Connor JM, J Bone Joint Surg 1982)
W O MR ERAEIT R 72 L (Smith R, Semin Arthritis Rheum 1975)

12/42 THEERE  (Rogers JG, J Bone Joint Surg 1979)

ADL

34 BIOFRAE (F¥) 28.75%) 30 i E TICHMFEZE D LRDFNRL, 2/34 ADIx full-time job
A[FE72 572, (Connor JM, J Bone Joint Surg 1982)

A —ZF RN THEEEICENDH S (Connor JM, J Med Genet 1993)

HEDT7Fv—T 7 (FE2 0mk), BLFIEFYE 4.6 k. EEM TIEROETIERH D, FIE
Fln & disability OFREE LI L2y, (Smith R, Quart J Med, 1996)

Q2HEOT o — bE (¥ T 45 0 4~34 %)
5/42 BIDHIEEMEIC FE -T2 S KRR L, A - AR - PRI RERE CRRICADLIETH Y, Xy Ml

R« BT « AR—DIITEFCHREEL 7o > Tp<,  (Rogers JG, J Bone Joint Surg, 1979)

O£ B
L E-S1y:0)
[} =v

A ) A K
F LTSS
0 X LR
¥

BERHE  (Kaplan FS, J. Bone Joint Surg, 1993)

/NI 11 F235 12 open biopsies (ZEMRHT FOP O#Wi7e L)
ETOBREORFVEBCE TIER 2 NECEB(LOIH : juvenile fibromatosis BEDMHERLRRIEE & A5 ikiE
DI, FAEMETEAK,

S100 & FH B EME (chondroblastic) HM : #RE TR —NHEKE B (LBE « AIRALEE > >Woven bone> >



Lamellar bone (adipose marrow cavity)

JRERR T
7/18biopsy Ti&#2 Fibromatosis: 3 ff] Rhabdomyosarcoma:3 f§] Sarcoma:1 {4
(Smith R, Quart J Med 1996)
6/12 BRE OFFRZ WL fibromatosis, sarcoma Td#h o7, (Kaplan FS, J Bone Joint Surg 1993)
EHIDOZWrY Sarcoma: 4 §]  lymphadenopathy:3 f§] Klippel-Feil syndrome:2 f #&#z:2 4] fbg
Pef2e 2 7 ¥ Tdho7-, (Connor JM, ] Bone Joint Surg 1982)

PHEZMIIAR L IV A T, ACVR 1 BB bISHLE?

BEifgREE (XPBR<)

Preosseous lesion: MRI; Tl low, T2 STIR high, CT; fHfEIE, US;lucent mass, > F;up—take T,

Osseous lesion: MRI; T1 low, T2 low, CT; fkAk, US; fJKfk, > F ; up—take—
(Merchant R, Pediatr Radiol 2006)
W SRS (BRAEME) + R OTREE, ] : Pseudomalignant phase (MLEHi4). %H# : Bk

MR I iR S FOPIZERA L IZE 272\, (Tura CS, Chir Organi Mov 1999)

i=y =100
RIS R M A ELET 2 R0 D, ERZ TR 5,
FAT AL LAGIE - Bk o U
28 fil> #2# T Surgery, radiotheraqpy, chemotherapy, PSL, etidronate, low Ca-vit D diet, sunshine

avoidance, DRI RIT /20 o7, (Smith R, Quart J Med 1996)

A (BT EE)

Corticosteroids
U 2 SERIREINH] H AT Flare-up O RWNEH,
(# B D 2mg/kg/day 72 ELRAMHM)  BHOIREITITEE,
(Gannon FH, Clin Orthop 1998) (Janoff HB, Otolaryngol Head Neck Surg 1996)
COX 2 inhibitors and NSAIDs (Celecoxib, Indomethacin etc)
Inflammatory PG E#IHIRNR THIRIEMNR MR EMHEN b &0 ERIEN L H 5,
IO Flare—up IR 2 TR G b HIFF 2 2 Flare—up RFIZJRH @ inflammaroty PG L5

(Levitz CL, Calcif Tissue Int 1992)

Mast cell inhibitors (Cromolyn, Montelukast etc)




FE ot e PR DR 23 Al S 4L % & VR - BRI AE - AR AEE S SR 27,
ZOMHIEE, BT LAF—FKE U CTRE SR IENR)
Bisphosphonates

EHDP (3£ & CAIKALIMHIZIRH v,

6 AR DBIZL T 7 HE T EHDP $8 5., 29/31Flare—up TIAMMIM (7 H) THEROEM 23RO 7=,
L7 L 10Flare-up CHIABLA A DTz, 21Flare-ups TIXHABILITA Do Tz,
1 # T osteopenia & K7- UM EHrZ& ¥k~ L=,  (Brantus JF, Clin Orthop 1998)

426 CE¥7. 45%)  T4AFITEHDP (10-20mg/kg {AH) — BE LRI S0 E
10 GICHZY (56 AT - TB5 - ARAEME] ] - A RAEIE] Ao &2 KRR, ATEIEE )
27 BICHESRD, 5 BT R HIMARE (Rogers JG, J Bone Joint Surg 1979)

13 B> EHDP VR BB IXFETRIRAE & Lhi U CHl & R8BI T e o 72,
EHDP £ &g 5-1 > 4/13 B THAEHT  (Connor JM, J Bone Joint Surg 1982)

A A F LN 3 BID Flare-up [Z%f L Pamidronate & % B#¢ 5 L=k B, MR- A - FEMREE
@pHNEAT oA FPFH)  Aminobisphosphonate [ ML HTAEHNH] - HLAIE « remode 1 ing #HIVEA 2
(Kaplan FS, FOP Connection 2004)

¥5% % < Bisphosphonate t HAARRIm A K& S SFET D Z LTk noizs 9,

FEEDBIR

Flare—up RFIZVH& BAY, RETMEBE(LO T HMTRIBREAT B A R, EAT 4 A7 42— M P
FEEEH SN TV B ERIMEITHEES TV e, — RV R EUR A R B CER & h b,

L LT BT 2 A03 0 D IRHIE I BRI FAE L 720,

FHREA - MRS iR (RCT) 2SARATEE, Flare—up OfEINBALICATT 5 250 B EAFGE OMF

FEM,

1 O BIDFANHE (2 0[EOFEEIER) Tix1 9/2 0 FHi T4 mAPNIZ B EIBRETNAL TR L% < 1T &
W AD LB, BORMUAOFM (2 FEf - 2 RO - VA~ =7 - IUEGYIER) TIEFib
B L & 72235 7=, (Connor JM, J Bone Joint Surg 1982)

37/42 61 (CE¥ 7. 4R%) TL1ELLEOFMAZIT TS, 7HITIE biopsy D, 6 i Tit biopsy &
[FIRE(Z BEf AT Bh O 72 6D D Fhfi, 24 FIXBIEI A8 « FEIED = O O FAl, 13 I 1 [\, 4 Flix 2 B, 7 L3
Bl EFA 4 52 1 7o, 34/65 FITTix disability #8E, 156 FHTIE(ZR L, 6 FINDOHBER S v (3/6
WIS CREBED FAT) . (Rogers JG, J Bone Joint Surg 1979)



5BETEHDP (20mg/kg) &5 N CEFTMELEALIER, D~ 4/8 Fii CUIBREIZFHAIKAL - Bk
¥ Lz, BREBENSTZ DD DB 3/4 FHL FEFM O - Th - K Tho7, EHDP ITEH]
IR o TH L EITUIBRIT R OB (L ZELE 503, ZOE(LEZESE LRI THRT 2 Z LA HRRW,
(Smith R, J Bone Joint Surg 1976)

1B 18 me B e A% BEHEG 35 FE IR AT ankylosis 1% L CEALBUIRR 4724 H radiation+1fffk
11 BEA R AH o T5mg/day # b 1 AL ITERREE OB OO B A BIRG ILJE i/ =90/ 0 B£, PN/
H15=10/20 BETH o Tz, RTINS D U TRIRE T o o 7oL « BT - BITRESICFREL e o T2,
(Benetos IS, J Surg Orthop Adv 2006)

BT BAVITBIREN I OIRRATRE T h 5 23, SEHRIE D - 7 BALRM OFAL T, S HIZEKR
Btk ka5l 2§, EO7OARFIRIZRAIMICERTH 5.

BAL TR EAEST
72 CAMED T, A v TN PO T A L AR BT RTT ARG, R TR LB

RO T 7 F U OBRERIEEEZ LSS0, B FEEIIHENRHERINS,
(Lanchoney, J Pediatr 1995)

HIEND 77 % LR LB DRV, BEHNATERE O 5 AN R TR S RO A — /"= b Ly Fid
#BEF 5,  (Luchetti W, Oral Surg Oral Med Oral Pathol Oral Radiol Endod 1996)

BEIAREIIC X0 RN T U ANBLSEDICBET 5, ERAEE S H 0 5 B8 % T 8 sME
DfERE < 72D, ZDTod~L Ay b - B BATHE - FT 0 2 CRNEREE 7 & 303, (Glaser DL,
Clin Orthop 1998)

A TN PR T D LSRRI T L WD BB TIIEMEE N LD, OO T

TER R NE,  (Scarlett RF, Clin Orthop 2004)

Ef T4

JEYERZ% (Russell RGG, Lancet 1972), 18N A2 iR DO RIZH o 72, (Azmy A, Z Kinderchirurg
1979)

3 BEMEDON A ANDIET, Wik 246 - ffigke Cl/2 dElAE1F] - B O REEIC X 2838 1 5
(Connor JM, J Bone Joint Surg 1982)

BURTIIF O PAEZEOHRERKRCELHHFEMBR EDE L F o MENR,



