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EF B :FiEM B (familial Mediterranean
fever : FMF) |3, BEIMARBREEREREZERE
L, BgEALMEERD familial Mediterranean fever
(MEFV) BEFERILLZPHRETHD. NEBETKR
MERDOEEBENI SV EDWEN H 5D, AFERERSE
BTomEIF AV, SE, NMEICIHBEMERD S PEESS
AREAZEAE % 1 - 7=BHKIRMERANDER & &7 1 ffl & 3R
£95.

fE Ofl:39mBEMN. NBE LY RS, BiE WE%E
V)R T. 2006 ERBAZ EBREENS HV), HRETK
Rt RES E RS h L e F o ORBEYPEIE S Wik
RIEREL T, 2007 F£10 B, 1:8EE1H 5 DER
FEEZEEL CTAEMIRESRRER 22, HHA
1.5, &£ 1.2. RiREE, PRENRFICIEIEEL L > =0,

EZIRFLE IS RARER U, WIEEROIGRIEST & MIEH M
VRO . 4 B1%, ARILE L FAIOMBELERESR
ICEAEEBESEICHmAEML, |AIF0.1ICET
L. ABRULIYCILRE, REE BIBEEXFO10
FE(FLRK=ZvVOr 60mg/B) DeFEE5 5K L 7.
ZTD%, GRICERRBRERREEHEL 7 PAERA 1.0
EBTARELE.
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ET22EdbHhY), SEREREEND—DE L TFMF %
SHEICBLCDEN H 5. (ARS 114 : 621—628,
2010)
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A Case of Frosted Branch Angiitis Associated with Retinal Vein Occlusion
as a Complication of Familial Mediterranean Fever
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Y Department of Ophihalmology, Odate Municipal Hospital
? Course of Medical Sciences Cardiology, Respiratory Medicine and Nephrology,
Hirosaki University Gradual School of Medicine

Abstract

Background : Familial Mediterranean fever
(FMF) is characterized by recurrent episodes of
fever and serositis caused by autosomal recessive
inheritance MEFV gene mutations. It is reported that
the onset of angiitis is high among patients with this
disease, but no reports were found in the field of oph-
thalmology in Japan. In this paper, we report one case
that developed from optic disc vasculitis to frosted
branch angiitis associated with retinal vein occlusion.

Case : A 39 year old male. Fever, abdominal pain
and chest pain were continued from childhood. In
2006, an idiopathic fever was reported with a renal
disorder. Based on the results of laboratory examina-
tions, he was diagnosed with FMF and started oral
colchicines to stabilize the symptoms. In October
2007, he complained of blurry vision in his left eye
that lasted for about one week prior to his visit and
decided to visit our department for an examination.
Visual acuity was right 1.5 and left 1.2. Although no
abnormalities were found in the anterior chamber or
optic media of either eye, the left eye papilla was
reddish and swollen, and varicose enlargement of the

retinal veins and a small retinal hemorrhage were
found. Four days later, a white vascular infiltration
spread to all branches of the retinal veins at the
upper-half of the left eye papilla, the hemorrhage
increased in the entire retina and the visual acuity
decreased to 0.1. He was hospitalized and systemic
administration of an antiviral agent, an antibacterial
agent and a steroidal agent (prednisolone 60 mg/day)
was started. Subsequently, the left eye ocular fundus
findings slowly improved and he was cured 7 months
later with a visual acuity of 1.0.

Conclusion : Frosted branch angiitis may occur
with systemic gene abnormalities as an underlying
condition and it is important in the future to consider
FMF as a causative disease.
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114 : 621—628, 2010)
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KMt (familial Mediterranean fever : FMF)
IEIIR 2 BB L B R A B L L, Wk s
# {5 familial Mediterranean fever (MEFV) #{z -2
X BHEBTH DY, RIEDIIERI21F Creactive
protein (CRP) ® FHRLIFhEkn L 2sA 5, Tk
FUNENTH S &MY Beheet i & DR HS
RIRE & 2 2R TH L. T2ASETIE, polyarteritis no-
dosa (PAN) % Henoch Schénlein purupura (HSP) 7 & ®
I 9 DIAIEAFE D T L WG STV B A7, KRI
IRBLEIL T Ot X2, 4l AEBRE O IRICHLIE
I 2700 & HEREFHIR B ZEAE % £k o 7o BRI e~ otk
Bx A, BIEREATOA FEORMEGEGI2L) %
EEZESTRIBE L 1B ZERL O THET L.

I % B

B 39%, B

FFR - AEIRALE.

RIRRE  FFiLT_& 2 & L.

FRAERE « /NI 2 & R IR 3620 & R & i & #2 0
g, 2006 4F 6 H ANHAZR, HURIRIE OB K, BFEE A
HY, A48 HELTRFBE M@ BE A 2 WA ABE
T 4. HURER, HALE, Bosm(@ DicTrIus F
DLAEND BNz, MEFV a7 045 F, Exon
2 : G442C(E148Q) : hetero, Exon 10 : G2082A (M694I) :
hetero (27 X /EERER L AD LN, FMF 3o
VT ONRA BB SN T2, FEEX ) ST
JEICHLANVTY LY v LdeFu(7a 7L A%)10
mg/HERY VBT LTI E Y (VA Z®)5mg/H
OWR S BgRE N, DBRRIKIZZE L Twie,

BUREE 1 AMET A S IR 2 35 L T 2007 4F 10
A 16 H KEETT ARG mBEIRE 2 =2 L 72,

MBI R - #1714 0.1(1.5%x —4.75DCcyl-1.5D
Ax180°), £0.1(1.2x =3.75DCcyl—-2.0D Ax 180°),
MR (X IEH C, BiRER & &L IR 2 o
7z BRRISHIRIIZIRE 22 2o 7208, AR AREL
SH2SSSRIENR L, HISEIR O$EER & beqT, HEN i a4
Bl (M2A). 7viLea ra@tiRsssE (O0F
FA) TIZPEBRIFINIIIER Th o 7278, Emilic T
IR &R BEYet & LB S o B2 - 72 (1K 2
B).

Bl ERFLFIMEROGECTHA»SL YO X F—¥
30 FHAI O i L 7 A ¥ ) ¥ 40mg/H O WAk % BG
L, BHZEZ 6 RKIT RICEE e ro7. L
L, 4 HEPERRE 2O EREEBEO & 6% 2 Bbx AR
LTz L7z, EIREINE0.DICKETL, AIRKICIE
T O IR &I AL & FR, AR EG I & A
SERR O MBI I %[5 #PH 2 FR O 72 (K3 A). MBI

HiR&EE 114% 7%

FHEEEFE 72 AN h o7z ST HIEE Stra-
tus optical coherence tomography (LA F Stratus OCT®,
Carl Zeiss Meditec Inc fH#) Tl LERRMIEHEL L,
IR 1L 550 pm (ZBEE L T2 (M 3B). MH®
FA CIZEBRIER ORI B L OB O %I R 5o
723, BPKIRICHEER U 72 MR IR 4 A |2 BE e frn & o sl
TUHE % G 72 (K 3C). L EDRIERT &2 & L IREHKK
MEZOZMCRH AR L7z, &9HA&TiE, KM
MER & FEEERIE S, WO EHRERE, ASOMLA b
L7 MYy 0)EiE) SF—n LW EEA vy -1
4% 0217 —0 k5, IR#E computed tomogra-
phy BA&ETRHRMO FERICAE0B I RO 72, L
X IEH CIRAT RAC b 2% 7 5 - 72, Human leukocyte-
associated antigen (LLF HLA) ¥4 T 1 Behcet 95 12 B8
M5 LHE B51B) IZBEETH - 7208 A 26 BSEETET
Hotz MFHEAMANIVRA T A )V A 1gG Prik il 45
HETho72(F 1. ABLFEBICTL F=vur (PSL)
60mg/H, 1 344 1g/H, 7270V 750mg/
HomEEME L7z (K4), ABES H#ED SRR
HEEA L2720, ABSHHBEIIA I_ALLT Y
7 a Lo iiEiEhk L TNT 7oL 3,000 mg/ H
PMR~ZEE L7z, ABE 1 22 H %, ZEIRHEEEIR O H85IE
FEALTHEL, Wb A L7225, FA TIIABEE IR
RO, Bt & E MM TTHE SRR FE G L T o
TPSL Opiifzikfi Lo $AEBIEHET0.4) 215 TR
BeL72(5A, B). ik FA TR %%%(12 PSL % Wi
L, Bk 123121 PSL 1% 30 mg/ H NARIZ = L 72
(B04, X6). DBELEAICHERIINIY, HEPLS T
A%, ERBIEAIE Q.0 ZEE L, HEEEEIZ/N
HIM % 5% 3 O A THEIEEIRICIZEE D 72 < PSL oWk
AR L7 (K4), BPOKKRMERFER?S 1 FERICITE
AR IEH I (1.5), IREREOFIL R {, Cirrus
HD OCT®(Carl Zeiss Meditec Inc #1%) I3 #BEH 08
IFE S 230 um THaMZRIE L T2 (K 7A, B). DL
%, BEFTcaveF v LEEROMNRIZHE L FMF
ELTCOEFRERDZEL TWA.

m # &

FEMEH P EE (FME) 12, HCOPURR PRI T
ML DAETED 2 WIRRE CORMEE S 7 17 & 5 #1R
WRETH 2 HOREMERERO—>TH 2", 1945
412 Siegal |2 & ¥ benign paroxysmal peritonitis & L C
RN S S 7Y, 1997 412 FMF OB E#zT & L
T, 16 FYO ARSI E 3 % familial Mediterranean
fever gene (MEFV) %5l %€ & 172", MEFV # (% T 1%
pyrin EHE%* 22— FL, REEFA ML THDLHA
vy —uA F -1 DAL, KEWEYA A ol
BNF TdH % nuclear factor-«kB O EMEILR HMiEkD 7
K=Y AFHELTWBYY7 Pyrin idAAHN TR
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X1 REEEBEEFTR (2006 £9 F).

SRERK (), M (V) BE, BEIC PAS BMEWE OIS %80 5. PAS efa,

2 MRREFTR (2007 £10 R 16 B).
A CJERRFLEIIFSRIEIR L, BIROILE & edT, Bz 2D 5.
B 7bA LA YESEIEER (FA) TIIMEBEEIR &R OB @ & FLEHD S H i 2500 5.

3 AReEERR R (2007 £10 B 20 H).
A EIR B OMIEEIR AR L, HERET I & AR o L & SR SRR 12 3R B, AEARFETT 0.1,
B : Stratus OCT®ClZ, HCEREMIZH I LHEFEE X 550 ym (2.
C : FA TITHEREIME OZEIE 7\ 2%, BPKIRIZIRER L 72 IR &R BEGL (0 & M i 2 FR0 5.
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FAY AR ALt R iy
F L ER 5 8,990/l t GOT 4110/L 1t RTINS 40 5
e Bk 55% GPT 45TU/L t IeG V) =2~ F AT 0.4
I Bk 14% 1t BUN 31 mg/dl t VRE RN 1.5LF
1)V INER 28% JLVTF= 2.2mg/dl t QIR RN 39.4/ml
FRIMEREL 438 J3/ul ZE 5T If1 107 mg/dl ) F— 4 15.1 pg/dl t
NEFOE Y 12.9 g/dl CRP 0.08 mg/dl IL-2R 752 U/ml t
IR EL 23.773/ul Fibrinogen 347 mg/dl ¥ DNA Hifk (=)
ARUE 1 R E 8 mm TAT 1.8 ng/ml PFANDF Y E ik (=)

PRAG A MmE7Ia4 K 6.6 pg/ml P SS-A Uik (=)
HE(=), BE(-) ME ™7 A IV A A Pt SS-B Hifk (=)

HLA ¥t KGRIV A TgM (-) MPO-ANCA (=)
A24 A26 HKIGHFIRANIL R 1gG 61.0 PR3-ANCA (-)
B7 B6l HAIAOL R Z IgM (=) ASO 804 1U/ml t

SHES (B CT s HigliA o< 2 1gG (%) ASK 640 1
e PR A o B R W4 b XA IgM (=) IgM 128 mg/dl

LR A A N AH T IgG 12.6 IgG 1,314 mg/ml
EERL YR R 514 IgE 36.110/ml

T+ 120/80 mmHg  IMi&EHER: UG g IgD 0.8 mg/dl

HLA : human leukocyte-associated antigen, GOT : 7' )V % X VA FHafifE r5 > A7 I+ —¥, GPT: FVv¥ I VYLV
VUM A7 I F—+¥, BUN: JRF%F, CRP: Creactiveprotein, TAT : ba ¥ «fibor v MHEAHE, IL2R:
WA vy —a A4 %2 Lk 7y —, CT: computed tomography, DNA : HiiZHifk, HTSS-A @ Wl VAVEAZHUEEE, HT SS-
B : BRUEAZ & ABUERE, MPO-ANCA @ I Tu~b 4 F ¥ ¥ — PHIFhEMIE A, PR3-ANCA : 7a 7 1 +—¥-3 Jilfh
ERME IR, ASO HtA ML 7R YT 0, ASK: JLA b L 7 F &+ —BHk, Ig: miFEsEsra 7)) v,

Ooooooo
60mgld —
O 40mg| |40mg|  35mg —[—h 15mg 10mg 5mg
o oo \ \ \ —
‘Dmmmmmm
000 0040mgl0 |
000000300
000000 | bogoooo
750mg 0 3,000mg0 0]
0ol12 o1 0.2 0.4 0.4 0.5 06 07 08 0.8 0.8 1.0
| | | | | | |
100 110 120 10 20 30 40 50
20070 20080
4 GRERZB.
T RF=va i 60mg/HOMME WG L, ORI FAFREZZZ28 L 2008 455 7 15 H THiR
L7e. i

IFrREk, FmREk, WETEICEEK, AR & B o MHESE A
B LT BY7%, FMF T2 OBEFEFEICLY
JAEDOIIH T & L TEI < pyrin OFRBEAMKT L, #&5F
MY LR B PUE R & 5 2 Wikt ff—innate immunity—
TIFHERANEEAL SNIHEDER SN D SR S LTwv
ZVP070  MEFV #{z5F13 50 L Lo EEFERAR,
Do TWVLHH, HHEDE W exon 10(M6941, V726A,
M6941, M680I) & exon 2(E148Q) ® 5 & Aidh 1), A
FRTH 2002 4L MEFV @En T OLE P HE SN T
W52, E148Q & M694I OZER O K TH )P HER
By 202 0DBETEAREZRD. #EEEAUL, EH

RS HEEETH Y, BHIIERM MEFV Ok EHE
BELRBEENTOEAERE R EENTVWAD, H
RANTIIE R EAREEEIE 2 RIET A2 ERLMESNT
ETWAY, HEEITIRERNIE IR TB 5 T #iE
EREAHTH 572, REEIETI Ve T CNIRDER)
T, FEEEICTIOf F—Y 22 &80 579, H
BplbE, T8, K, TR, BEAmLZTR
TOlECT I 0 FOWWEROLN, FloarveF
Y NARBARG BB L, I - JRATR b 2 L Tz,
AL, EHRTI0HAUEOBESEIELY,
b b IR 0 BRE, 4512 Sephardic Jew (W B X OME
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5 IRBERFAREFTR (2007 £ 11 A 23 B).
ABEL AR, LRMEEERO S8 E A SRR, Hilld A L7za5, FA TIEHEREIREE O
o, BERetn, FMEITHEIIMIAFRE L TV 5.
AT —RIKFE, B: 7V LA VAR E G E (3 47 54 7).

CREESET (1 D goio00

6 FAFTRODHER.
FLEEA & OHOGI I 7 & N ABIEEIR O BE Gt & JLERDMR 4 1ZPFE L T 5.
SaBEE 1 2 A (2007 4E 12 A 28 H). #1771 0.6, PSL 30 mg/H Mk
CaBBE 2201 (2008 4F 1 A 24 H). #1771 0.8, PSL 20 mg/HMk.
©aRBE 3 A A (2008 452 A 26 H). #170.8, PSL 12.5 mg/ H Mk
©aBBE 10 20 H (2008 £ 9 A 16 H). #1J31.5, PSL Hik 4 2> H.
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7 RE1EROREMR EXTHMBET (OCT)FRR
(2008 £ 10 B 28 H).
FLIA 5 R ET I AYME 2T AT L T\ 228, HEIEIR
WIXHEM 2 SoMERZOER 2RO, FOmIERM
L T2,
A7 —REEE, B: Cirrus HD OCT®.

TIVIRLTXYN), TVA=TA, MVaA, 77
TANIZE L, HRANIZEFNTH S, TDIETIX, Th
F TR, NERR SEMEE T ISR R 24 Flx &t 30
BILL LA ST b o, REZERmMEN
7B TR, F-FHICORA LA, FMFIZL
IZLIL HSP % PAN 7% SO IME 5% &0 5 L g &
NTw Y WHEREE TG ERTEE ST S,
HSP Tt IgA D ik# = £ 9 leukocytoclastic vasculitis
73, PAN TIZ necrotizing vasculitis 2SiEBH & 1L 5. 4
[ 52572 Y Tk, FMF (ZFLEEMEEINE % %
BPE L 72 NI ARTE O A e & TS O BRI IZ BV
THRYLLT, MO TOHRETH L, HEGIIFIRD
FLBHIMAE 75 & U CHAERR, 110 oo R &5 Ik P 28 0 %
P o Z2BDIIRIMAE KR L, BIBEREA T2 A FED
Bl &G 512 L ) EiE & i S 3R L 72,
BOKIRIMAE 2203 1976 AEFEE S 12 X 0, WIRO 2%
M & BN R IR O &= B 2 HE L2 49 & 3 2 A
RHEONRORE S L LClgsnz. Uik, K
%I%‘Ci’ﬁj\gﬂlz)“zeﬂ,?)}#EE%E{&UH)IS)IWNZO)ZU i) %%é ﬂzli
FBTIXBEIC 47T FHELDL EZ R HICE-> T 5, HREIC
L TIIRZEIIARHTH 578, Walker & (3B KK
RO V3 RATESRAMNED LWE L TW2Y, RFT

HiR&EE 114% 7%

%)’ ﬁﬂ@ﬁw, T7/f)l/}(13)21>26>27), @ﬁrﬁzz&)& E@!EZ%@
FATd B IBEEDY 1/4 DIERI CHE S Tnwb, F
7z, BHIR % & O M ks 8%, a5ty 5
F—72% " Crohn %", 7 L V¥ —{H¥E5AE", %X
VEGIEAR SRR 72 L DL B BIAPE L 256 b 3
HENTBY, FETERED HKEIZH—Tld % < FH
DOERIGE BT AIEBFEHERZONTE TV D, YD
S OME T, MEBEIROEE 2 A bE: 2174
DO MEMZEIIALNL W EPFHTH 7288, Z0D
rEEOMIE, IRERIEREA S 2 G0 2 IEF A HE S
NTH Y2 BB E AT T4 FEEEHT 120
THHEL —BETIEZWYY, ChF TOREOHE
BNIEECHEEINE ICHE L Z 2 L T oiis Tt
2%, BERFITIE, W FELE R E SRS zo
ATHEALIZ T 572K ASNT, 4 HRZ2R, #hkikim
BROREGZETHIIE o7, MFEHMALRAYT A
VA IgM HURAMIZBEYE T D - 729 1gG Bk 1345 1
YTHolzlz, AbE& R EE AT a4 FEIZ
LB NNARARGEEE T HIZ T L F=va v (PSL)
60mg/HE A IXRAL Lg/HOMEICMAZT Y70
V750 mg/H O T3 b B LGB G L7z, ABE 1 2
A, MESHROEEIIIZEALNELED, FATIE
MR IR SR DBk, BEGeth & i i | L IRIR R
TW/DOTFAFTRES#I12PSL 2R L, h#iE%
BEFTIHE LD O0RIFREA T O A FEHNRE B
ETA52FETIZIERENLPS THPREELL. T hbbHEBR
BIOBIICK IS 25 O FAE IR BT, Z ORINE %
DOEWIZEM2E L -2 1d, HERH» FMF £&Th
L MEFV #5512 & ) PLRRERN R 512
S S N hr o okER, SEMEoMn - ZEE 725
L, Bk L= A4 A2y NI—2 OFEET LD
HIMEROEFLICERMEZE L/ EZTWD,
FMF (ZiZ 2 v e F Y 23G 5T, Mk arveF o
GHEED—DTH A Behcet & DERINER L 72 5.
EI BRI ARFE D B51 Itk Behcet IR ICAHZEIZL v & &
N5 HLA A26 HUE Z 54 LT 722%, BHKIRIE %
EHEIEL T2 5 1410 2 H#E#E L Tw % %% Behcet
RS A e HEROFERIE 2\, 7235 Tl Be-
heet IEDMEIMAE S THON LRI EA T O A4 N
g5 R o PSRRI % % & T IR 0 O 7
4 e 5§, Behcet i 12 B L 72 M IS 4513
FERIIHEL T D, T E TS K% 60
5 % FMF DS oMo 4 G 8™ % b Tz,
BRI 2513 2 OFF Y 2 IRIKFT R 2 522 WNE A S
TH DA, REGIO X ) I\AHBOBEAE %9 5 BKIK
M 413 B FNFIE S OMEDH HDOATH LY, FiF
SIIAMHBOBEE AT 21 mlctklc, %8, &, M
B, ABRZEZ L BOKIRINE R8s L7z, R
DRIBREEA T T A FEEHPFER L IR SSERT H LA
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Major criteria
1)~4) AR 2561k
1) MEEgE GERRIF M)
2) Mafsgs (R ), 72130 E%
3) HPmEZ (W, M, JERIHED)
4) FEED K
Minor criteria
1)~2) TROFTIIER Z 5B B RE L FEE
1) s
2) PB4
3) EEPFEET R
4) a)eF Ixtd B BT MG

1 2L E® major criteria & L < 1& 2 2 LL_E® minor crite-
ria TRHWs 4. MAIMZRZEELIE, D ET @ HPEo
[F—D%ME), F#Ex ) (BT 38 ELL L), Mm%
FAE(12~T2 BRI DI . A& 58 EL 1L, EREED
BV ETIETUTO L 2L 2B 2B W CHIBIRY 256
TELIZE L 5 0 1) (ERR 38 FEAM), 2) F1ED I,
3) I FAE CIEIE IR OFT A7, 4) IRBIEO RGBS,
5) FRLOBAEI DAL OBIEG 98, WMAEIR) R FEVE, ANSea e FAE
VMO 3R, BIERBI Kz v, (SCHk6 L D51

BATERENHALINT, EGT LV — O Rz HEH
LTwb, FMF ZHARANTIZ TR S 795
BTIER WY, FEEHIEOEWWRBETIE 1997 412585
ENTBRRBWREREOHHEEIHR S T2 (3£ 2).
BRI 213 & F A RE L ERICEET 2 L
b, SHRERNEEDO—2 L L TREIZE LEND
5.
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