ETHEBLEREE RERE (FOP) BRIADOL Ea—
SERREMERARKE BRAH RSB

FOP&EIE?
- BERMNICEE. B TOMORBSHEENSBENIC T, ETHIC2SRTHBSIC RSB RERKE
HEERE.

- BHEBEED.

B GRESTD

© 200FAIZK I ADOBEE, BRILiARE, Delatycki M Clin Orthop 1998) (Connor J M, J Bone
Joint Surg 1982)

© EREFEMERTHEINMEANS V., IHERORXBROFHBEEL THSEENDH S, (Tuente
W, Humangenetik 1967)

© AT A/ BFITRERESH D, CEEE, BE- KENF 1985)

- BMP type I receptor T3 Activin A Receptor, Type I ( ACVRD) BEETORLBELR (617G
>A) BER. 772 UIEBBELIMT =N, (Shore E. Nat Genet 2006)

- HAAN3EGDITRTANVRI BETFRAZER (617G>A) (Nakajima M. J Hum Genet 2007)

B2#8 _
- H{LFEAEERE (Cohen RB. J Bone Joint Surg 1993)

SR THRBULD, ISR THREDH TEHILZEFRAE

' pras
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AL E LS AESEH (Cohen RB. J Bone Joint Surg 1993)
E{tOEREBAR-ME . BRI-=EAL SEM—-EMANEN-> TP, BHEOFMNETIIRWERMNS 2

AGES AT THE ONSET OF OSSITICATION
FOR EACH ANATOMICAL SITE

i o wT Age® (Yrs ) o .
‘Site . AllPatients . Male Pam.ms ‘;_Fémal_e-l,’a'licms
C Neck o 6£39(5) 7o 5247(3) . VT£63(5)
. Spine ‘:6:48(4) :3» 615‘4(4) LT

L 6140(8) .
0178 (um

 Shoulder '72_4:5._7 (5) ‘

:"}3‘176(1'2)' 1

AR, &R O E{LPREZ (Cohen RB, J Bone Joint Surg 1993)
A - B - EARHN S #E S BEMNETLTWL, ,
= DR - ﬂ§ ﬂ?‘ “s‘-’Et ﬁb E‘?ﬁ}:@é%ﬁ\l:%@@ﬂﬁﬁ’ﬁ’\&;Eﬁfo’cb@)<o

lW'
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IFOPA %43 25 WE 138 IO T >4 — bEE (FIF2 )

RACEMTRIE 2.5 (0-175% ). FfE=Flare-up FKESHERTIR BRI DWW 2 F1I3 3%
FIFRAEIRITTE - 34HE - HPH O Swelling Stiffness 288 &l FROEBENRBHZERITH BB
ARz @ISR ( Kitterman JA, Pediatrics 2005)

KOBHUEDT+O—Ty 7 (FHNR  RETY 46 % FE=HL
(neck and upper spinal muscles > > hips, major joints, and jaw N&EFT)

BEEEM TREROETIZEND S, RYIOZWIIRL TH 2 Z ENEN,
BHTFROREMAR D= DLMNRERF 2. 14815, (Snith R Quart J. Med 1996)

FIZUSA @F) o MUBIOT > r—MRE (B U R FHREFEH S® 0-25%) RE=81L
PFEBALBALIIATE - HHe - FPHNLV, 0XKDOBETTRETIZAL, 15 BETIZ %L LEOEE
TLEREOEEZEHEE HIR) BRSNS, Bi3kG-mE . BH-RAL ELBMNLERD,
(Cohen RB, I Bone Joint Surg 1993)

UK @ 34 FlFaE (F1528 7/) %?DO)E? BRBTHHILENEN, FOPBETL 0RETIZHE -
FHOEELEHRENR S, W0 RETIKREGEDREE, 0 REXTICERT RED. & R &
B, BRI ELL . (Connor IM, J Bone Joint Surg 1982)

USAHRLIGEBR A2 HOT > 7 — MRE CEHT. 45 FHREFE 4 KU1 FAE=Flare-up?
ZWETIZ 145 AEY,

R B AL ; shoulder>chest>hip>elbowd>abdomensknee>jaw>neck>ankledheaddwrist>foot>hand DIEHIZ % 1>
PR B s34 720y, (Rogers JG. J. Bone Joint Surg 1979)

Ha N DEFIE 104 SEFI O RAEGEHES 2 REART 32%, 10 5RLART 84%  FEAE=Flare-up ? #1%

AR - RS 758 CEEEMRE, BE-KEHR 1985

MBETR2HITRIEA RS D 4RITHHE
Typel (79% ): HiHE
Typel (9% ): EIRPEELENXPREHO.
Typell (6%): #R-XPEHIZE® 10RNTHEAER
TypelV (6% ): ZTORHOBIRE (Connor JM et al, J Bone Joint Surg, 1982)
6 8% DEETEHBABIRIIIDONTEHGBERREPEEMTRELTVL,
hERENEL, (Harrison RJ , Foot Ankle International 2005)
40/ FITREY > — MAETHRMN AR RER 8/42 FITHRICERAE. 1/42ATRIZH
i L (Rogers JG, J. Bome Joint Surg 1979)
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131/138 -(9-5 %) BE7 >4~ — MEETHAMERMES KB  (Kitternan J A Pediatrics 2005)

28/28 B THRRIERIEEHH Y (27413 typel, 1 Flid-typed) (Smith R Quart J Med 1996)

A4 FIh2TIZHRAANEIR%EH D (Cohen RB, J Bone Joint Surg 1993)

AL FDL Y 2—T 82 FihsHRBRE 33 fil. BB/ 11 Fl. 79 2841, BHFRZL 10 4
(REFET, BESE 198D

A 104 FIOLE 21— TIRUF RS 2D DIZ 63/104 1 (60. 6%)  CHEEERRE, BE- KE/NH 1985

PG EE T Flare-up SIRSN D AR EHHEMHOBREX-L 1-2 y ARFET 5. BIRIZIL
L 20t —EANEEE T ARICEFERIEAETT S, Flare-up BEGARM®. ###MLT 5. TO
12 8%, EIROEVELTERT 5. | |

BRI ECSEI A LKA SEETH%, XPEBIZ4 -6 » AKRIMR L BAHEERL 2V,

(Mahboubi S, Pediatr Radiol 2001)
B BEME THARDIBERIZEISAN, 6 0RATHEIMIEVIED 2,
(Connor JM, J Bone Joint Surg 1982)

BILOMERT
B - AR - B RCORTR - BATES - RRELBIRER - OWRE CRIRME - BETRE -
AWARBE: (1 I NT YR E)
67% (135 ) DB E MR B IZ Flare-up 251 &I L/, (Glaser DL. Clin Orthop 1998)
{2 TVE YRR (1-38) Flare-up OFA%IE 345, (Scarlett RF Clin Orthop 2004)
BLOB 5 e HEITRE7 2 &40, (Connor JM, T Bone Joint Surg 1982)
138 BET >4 — NEETA 9 % DBENERTAV RO ELTH oL EFAD.

(Kitterman JA, Pediatrics 2005)

B ERSAEESR (Kitterman JA, Pediatrics 2005)

138 BEDT > or— NEES 7 %OBREINESWIES  (BBO 3MTH)

S5 S ERERBH ETEH 4 127 9 TH o7, FOP L BW XN FEMHOTRIA S T, ERLD
FTO6A (PR OEMEZ  E%mUAOBMIIDT D 3% THo 2.
67%DBEINRLELER  (open biopsy 41% needle biopsy 9% Wi/ 17%)

68% DB ENTEE/2IGR (28% HPME, 265 HCRYIRR  19%RHRLA)

49% D8 B R B 1L EERRIT B — B~ AR 72 BT Bt 5k

(ERBED 35%. FhiEZI-a8E0 0%, THEYRERERED 10%)
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Z2H . BRANZZH. MNERSTH. WRTIH. BEER4AIH. U TR 286, R 196
ELWZEELLR . BRARMEA. NER 206, BER66. UTFR 46, BER1LE - -

SEERTORIMOEZE

FHAR (Shah PB. J Bone Joint Surg 1994)

40 FlDERE T 26/40 B (65%) PRBEDH D, 2BIHHED ankylosis H Y.

Z2FIE - REHROBED V. 23/26 Fil4 unbalanced C-shaped curves THo/z. TD S5 21/23 4l
DRREME - IEMEICRIB A SN, (F Cobb38° R fH 45° ) 3/26 #74% balanced S-shaped
curves (sup. 12-45° , inf. 12-35° ) TH o7, 22/40 GITHE~BRBAOEHLEEBEH V. TOW 19/22HT
MBS 572, T OBHERE L WBEIEEBENS S 72,

68 REWRIE B3R TH /-, Fili (resection of synostosis, spinal arthrodesis) HEHT
HHEMO MEEBORFHERLEEL /-,

DEFEBHE (Kussmaul WG, Clin Orthop 1998)

- 58BF (5-55 %)

ODAREHEER-LIZHDE o7,

2FITHRESHHIRZHE D, BIABIZ X2 ERIZE > Tz,

FVC (33 44%) 2ME T L TW /A Flow rate IIZIFER - 7=,

ETOBRE THRRMEMEIEEZ >/, LII-TREALBERIEDOREITEN >7=,
4 0% DBE 10/ 25 #) TUEBREALEBERENA LN, A HBERREX.
3HULHIE P, 241251 RBBB. 24I754% strain pattern)

s EEFIRASCER EALTE (FtED) ICBEM 2

21FOP & (FEEI305% : 6—704%) (Connor JM, Thorax 1981)
ORE - BRIZ 72 o7,
13 5. 7%3’6%&0)‘?@1%']5&#7} S5z, LERZEZTDHDIIVEM -,
HPENRA TLER ORE20EIWMo7,.
A BGRE DK RBEFRRLTH > -FII BN > 72,
6 BETLBHEHENHS5N7-, (3T wave inversion in the inferior leads, 3RBBB)
ZFTREEDFIRZAED. BBRIZESERNERIZES> T/,
ETOBETFEV] (F1545%), FVC(EH 40%) MEFLTW -,
o sE B HIR O BAEZIIME - Fils - BRI - O G AEHHRICERETHILZbDTH 7,
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44BEOT > —MEE (FH2 7K
7 1%DREVEE. BHNOBLIZELOTRELT S, 0WRETE4%. 0RULT? 3%2E ~ -
(Connor JM, ] Bone Joint Surg 1982) ’

Ha A 28/82 # (34%) TRIOME. 17/82#121% THOBE/ L (REFET BRAR 198D

UEBHE EMBAORTTHOUE - OENREO-SFMEHE (FYER+fat pad graft), fil
BABNMHET 2 THAEOHREENFLL THREICHEE L TW e, WROMD 40m)>#HE3mT 30ﬁm>>
#it% 12mT 15mm & A%, (Herford AS, Oral Surg Oral Med Oral Pathol 2003)

LENC ETHMOBLRZYIBR (LF /1 Fisotretionin ff) — 24 ALUNICELREERE
(Crofford LJ,- J Oral Maxillofac Surg 1990)

HREE (REEETLILD)

OENREBC~BR (R - R -~K[ERBICRERER —SERZEORR
(Vashisht R, Pediatr Anesth 2006)

FOPORkE: (HHE)

18 RBYE  WNBHEREOFRO O L ME. BORERVSRET 7 (N—HE (B
Corticosteroid. montelucast fEf) . BRI/~ EABRORKE/R< TH avake TT 7 A N—HHENVEAL
K[UEYIRE - RS E AV HEIIRIBLSNIEER, (Tumolo M. BJA 2006)

12 gkt : SUEMIEAET 0 X RO TFIEIINT BHEE S KL F—UFH, MOMESD (1c
m), BB7 7y A N—FE (}%‘iﬁiﬁf} Cbrticdsteroidfﬁ}ﬁ),?fﬂif& H/ﬂ“—}$frﬁ1 . (VAashivsh“t R Pediatr
Anesth 2006 T R I

21 B 4% - hysteroscopy @f:bbé—tﬁﬁfé’#; Bﬁ;ﬁ]‘ﬁ%ﬁp?ﬁﬂ77{/\“—'}ﬁ% (Singh A, J Clin
Anesth 2003) | SR | B

oMM
(& — ) }

M 14/17%%@ lateral mass fusiontsmall vertebral body %ﬁ*ﬁ@i@ébi%%ﬁﬁ@éktbiﬂ%ﬁﬁ
B ?, F: BHTRATHEORES O, $—HFRERIURS. BBE : Broad femoral neck, £
EEHNEE FHRMMAA. Onith R Quart J Med 1996.)

F 1 | PEREM 20/34 91, B 510 clinodaciyly i 15/34 4, KBAE : 10/18 BT short broad
femoral neck. B&EH : Hﬁ%iﬁiﬁﬂ‘%@biif&%hé; (Connor M, I Bone Joint Surg 1982)
SO RHEOEA BRI 11/82 Bl MEOENE BRI 0/ Bl BHOE S Bl (BT BRSR
1981) ‘
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(& —BE&EILASH)

8/34 Bl (24%) THERE (KEF 341 RE 56 . UXIIRE (FHBE~DORIE 6/8 Filidictt).
WERL ., HHFEERIY/MFITER. ROV (KR BIE®. B2 RESIIFBEESR (premature
menopause 23 >7z).  (Connor JM, ] Bone Joint Surg 1982) |

BEOMBELAREITIRERL (Spith R Semin Arthritis Rheum 1975)

12/42 TEEE  (Rogers JG. J Bone:Joint Surg 1979)

ADL

MBIOREE (F1g 28 750 N RE TICHEMTFIERLED L2ENEN, 2/34 ADH full-time job
PIgE7Z > 7=, (Connor IM, J Bone Joint Surg 1982)

F—REFENTHEEZIZENHS (Connor JM T Med Genet 1993)

BHDOTrO—=7 w7 (FF2 05%). BERET 4.6 K. BEEETEROETICENH D, FIiE
& disability OEELITHBALZV, (Smith R, Quart J Med, 1996)

NAOT - NEE (PY TAR: A~
VALFIDAEBEITE o <KWz L. EXK - AlB - 3 2EHBTRRICADLETH0, ’\/ ~E
R ET  AR—VI3EETHEL 2> TP,  (Rogers JG J Bone Joint Surg, 1979)

028
|HESTBh
BHIL

Be#EHB  (kaplan FS, J. Bone Joint Surg 1993)

/N2 11 28% 12 open biopsies (&ARATFOP DZMizL)
ETOBEORFMER R TERSNKE RN : juvenile fibromatosis FRDMRMEMBEIEA: & HMkME
DR FEMERR.

S100 EETBRHEMAL (chondroblastic) 8 @ SCEHUM—NEKE BHLBL : TIRILEE > >Noven bone>>
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Lamellar bone (adipose marrow cavity)

REDM
7/18biopsy Tai2 Fibromatosis: 3% Rhabdomyosarcoma:3 i -Sarcoma:1 &l
(Smith R, Quart J Med 1996)
6/12 BE OB WNI {ibromatosis,” sarcoma T#H -7z, (kaplan FS, J Bone Joint Surg 1993)
RO Wid Sarcoma: 4 %1 lymphadenopathy:3 #) Klippel-Feil syndrome:2 8 ##%:261 (L&
U 26 2ETHo/. (Connor IM, J Bone Joint Surg 1982)
REZHBIAEREIINAT. ACVR 1 BETE2HHIZALE?

EfRE PR

Preosseous lesion: MRI; T1 low, T2 STIR high, CT; A#fEME US;lucent mass, > >F;up-takeT,
Osseous lesion: MRI; Ti low, T2 low, CT: FAIR{k US; AIKR{L > >F ; up-take—
{(Merchant R, Pediatr Radiol 2006) .

P hOBEE (RMetE) +ABEORE. Y Pseudomal ignant phase (MEH4). ®E : &b
MR IFRHFOPIZERMEITIE XAV, (Tura €S, Chir Organi Mov 1999) |

bres; - 1=1:0

- R BIREMABCETZIED S, BRETFHT 2.

Fifr : BILBRUBRLBIE - nJEi ok E
28 Bl B T Surgery, radiotheraqpy, chemotherapy, PSL.etidronate, low Ca-vit D diet, sunshine

avoidance, DIGEEIRIZ M o7z, © (Smith R, Quart J Med 1996)

EH (EHTHEHTIEE)

Corticosteroids

U > NERREME A& T Flare-up ORHIZER.
(8B 07 lug/kg/day 72 ELBFER) BOREIIREE

(Gannon FH, Clin Orthop 1998) (Janoff HB, Otolaryngol Head Neck Surg 1996)

C0X 2 inhibitors and NSAIDs (Celecoxib, Indomethacin etc)
Inflanmatory PG EMIBIZIR THRAEHDR WEFEMFHER D H O EHEA DD D,

PIAD Flare-up IZEI R 2 FRERRSICHHAE? 2 Flare-up BIZ/RH @ inflammaroty PG L5
(Levitz CL, Calcif Tissue Int 1992)

Mast cell inhibitors (Cromolyn. Montelukast etc)
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SRR ER X 05 SR - MM - MEH ARSI FRIT.
ZOMEE, 7 LVIF-FE L TREIREITER)
Bisphosphonates '

EHDP i35 BTHERILMHNES 0. | :

6 EERDOBEET 7 BHIZEHDP %5, 29/31Flare-up T‘i‘é‘ﬁ;m% (7 E) TRROBRZED-.
LU 10Flare-up THEBRSA SN/, 2IFlare-ups TRFEFLZIAS M o7,
I T osteopenia K7z L HFE B &K/ L7 ~ (Brantus JF, Clin Orthop 1998) -

4261 CE397. 45%)  TALHITEHDP (10-20n8/ke (K E) —BE EBMIZHRHAE
WHTHEE G FETHH - T8 - alRICE - e - WREREE. 72A L2 <A, ATEEHEX)
27 FITESR. 5 BITHRAN TR (Rogers JG, I Bone Joint Surg 1979)

13 il EHDP 4B FI1IIEIa & L Lk L TH S sk &E e - 7=,
EHDP &1k 54 D 4/13 HITHEES  (Connor: JM, J Bone Joint Surg 1982)

A AT TIVA 3B Flare-up iZxt U Pamidronate BBk 5 LR, ERk-HH - RAER
2 #li3 A7 0 ROEA)  Anminobisphosphonate IX & HEMH - HFIRIE - remode 1 ing MHEHER ?
(kaplan FS, FOP Connection 2004)

#%5< Bisphosphonate & HABEBEKF <EET B T LRIV OES S,

EEE ORISR

Flare-up Bi= it AR, BATHE FHEO T A CAIBIEAT 01 K. EX74 274 F— bt
LR S TSI BRI S TR, B2 A SR AR B 0 T 2 1B,

LIWLIET A0S A BT R ATIREEL RN,

BIES : SRR LHBRE GCT) AKAIEE, Flare-ip ORBIAHHEI BT 558 D H AEBOH

N,

EifERE
S 0B OFH#iH (2 0 EOEYIER) TIX19/2 0 FMT4mEANIZ YIRS THEL L i3RI L
DADLE(k, BYIRLAOFMH (2 FEHE - 2RBYRR - VAT - FREE YRR TRFH
#WICB{LEE 72/, > 7=, (Connor IM, J Bome Joint Surg 1982) - S
31/42 81 (FH 7. 48 TIEULOFEREZIFTWS, 7HTId biopsy DI, 6FI T biopsy &

[ I BAET A8 D7D DF M, 24 GIIBAETW &) - SBIEDHOFH. 13 AT [ E. 4 FHT 2R, 7HI3 3
ELA LT 252137, 34/55 FMTI disability HE, 15 FAIIERL . 6 FHOLHENH SN (3/6
BSMRRREDFH). (Rogers JG. I Bone Joint Surg 1979)
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58BETEHDP (20ng/ke) %5 FTEMERILEEZYR. OX4/SFRTYIRBIZBHGKIL - Bt
BRELE. BRENSENSFDODSE 3/4 FMIITHEFHR (B - TH - KB THho/. EHDP 13EH
2o TREFIZUBRBBROFTERCEBSEDIN, CORILEBSELIHRIATETSL I LMKV,
(Smith R, J Bone Joint Surg 1976)

| GRS« 18 B A MRBAHET 35 FEMAENT ankylosis 2L THICRYIBR+# 4 H radiation+ itk
11 BRI RAY > Tong/day 125 | ERIZEEORILOBROAL THRBEIZE/HE=90/ 0 . W/
NE2=10/20 ETH 7. WM 5D CTARETH o7=3fL - BlL - HITWEBIZAREE Lo 7z,
(Benetos 1S, I Surg Orthop Adv 2006)

R FIIBAIZIIYIRRTIRE TH 225, ARHREAIND - 2B PH O T, T S5IZEKA
Rt E5IZRIT, TO-OARFRIEMNIIESTH S,

BATHOBBEETT

B EMBOFH. 1 2T IVT S FEOIA N ARBIZAT DBRTH . BETFHILE,

WNEDOT 7 F > OBRESIIBREERI LE57-0, R TEXZEIMENHEREIND,

{Lanchoney, J Pediatr 1995)

OBNOY 7ETRLELZL. ERERIOHANBFIEEEHN© FHOA —N—2 b Ly Fi)}
#8175, (Luchetti W, Oral Surg Oral Med Oral Pathol Oral Radiol Endod 1996)

MERSIZ L O GENS D ANBLESIZERT 2, LERBLLH O RGEREEBMNT R
DEREL 72D, ZOFHANINA Y b - - BITHER - FTOLRLEENRERBMALENLE, (Glaser DL,
Clin Orthop 1998)

A TN HFRHABRET 2 LIPRBEET L TW2BETREREEN LGS, TOOTH#E
B EHWAE,  (Scarlett RF, Clin Orthop 2004)

ERTHE
RRIHERZE (Russel] RGG, Lancet 1972) BHEF B A 2AHROERIZH o7z, (Azmy A, ZKinderchirurg
1979
MBEHEONAANEC, k26 - MrECI/2ERALH - BOREIZLLHE L F
(Connor JM. J Bone Joint Surg 1982) '
BRTRFOPRBEDRCEEAPTHHEMALLOEL X 72REN L,
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