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Abstract

We report ocular findings from 2 children with
Kniest dysplasia. Both eyes of the 2 patients had
abnormal long axial length causing high myopia,
and vitreoretinal degeneration. The vitreous cavity
of case 1 (a 15-year-old boy) which contained
fibrous clouded membranous structures floating in
the retrolental space and dense opacity at the
temporal-inferior portion, was optically empty. Case
2 (a T-year-old boy) had cortical and posterior
subcapsular opacity of the lens, and also veil-like
vitreous opacity in the periphery. Their common
retinal changes were characterized as perivascular
lattice degeneration and white without pressure in
various degrees. They have not yet shown cataract
or retinal detachment which needs surgical treat-

ment, but close ophthalmological follow up will be
necessary for their favorable prognosis. The litera-
ture on vitreoretinal degeneration such as Wagner’s
disease or Stickler syndrome may indicate the rela-
tion of Kniest dysplasia to similar diseases. Because
they might have different clinical courses and visual
prognosis according to the original biosynthetic
disorders, we emphasized the importance of orth-
opedic diagnosis regarding such vitreoretinal degen-
eration with constitutional bone diseases. (J Jpn
Ophthalmol Soc 99 : 376—383, 1995)
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thR DRV ALEE, BIET O LS © 042 SR
EET 5 ERMEERO—D2TH 5, IREHYICIE Wagner
BRI T AL B IS A S R, kX ICHNE,
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RERE 32l L - Egtk <, mOIE IR IE 3 L <AL,
AL KELBHONIEAELEHRRTH 72, B
BIATIE S, KBREEEOBRLERIEZAS o1,

VIRCHFIRAT R, (9 5&) - #HAER0.2(1.2XS—6.5D),
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L, BEHERGZSHSHE96R L T \ie, RRBAR X4 sz T 7
ENEERTERL, KESBHELLEE2EAD. 2850
BHERATENR S I R S T i, BEORSTEENE
B o 12, FEHFEEEN L Lo Tz,

X fRAr R (B 8) : FHEMImRT CHEM 3R T2 BT
T, FHIBaHECIEBER b A S iz b8, fHIEBRIEEALY
Bonhot:, KEFRESRT, SUBHEIIEL
CHERL, AL KERFHONBRITETH- 2. BE
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£ 1 FITHE & M7z Kniest dysplasia DEEFFR
N R KEF 5 Fl 7] il
11 $BR T BR 15 HA T HR
+H IR £ IR 4 R xR H R i IR H IR R
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KEBERLL, R TESAONTVWE, —H, ZhET
A THESNEFOIRRZF L2 X1 OMED
W27 %, BERBITIE Z i 2, Maumenee"®%% 14 R
7 HRICFE 8 72 perivascular lattice degeneration % $iEfl
1 THER L7z, F/z, fEF 2 THMEETICH - 72 snail
track BZEME 2D 72, Byer?lc & % L, snail track £
EHIETFREEONNV -y a v s ENBI LH
5, INS5EHEETIEEEILTWE2 D EEDN
3. [FERRICEEIME T 2 5 0 2 RIRESAEZE4E 12 Stickler
FEMEEE'Y, spondyloepiphyseal dysplasia congenita (&
KEBHAHMBERE) " Tb#HENH L, 20L5%
perivascular lattice degeneration (3 #EERY - o ik
[ TOIREDIFELE %7~ L, ¥ O lattice degeneration
ERIBRICHERA R C T o kb Eah B,

3T, I THMEERY =503 2 Mk Azt
DEBHMSRBREEBELTELZILRREL ST
51018 10965 4F, Stickler &' 3T S HEBEE FAZE
T, BB © QIR R %4> BRI, SEERREY
% & D JF & # % herediatry progressive arthro-
ophthalmopathy & L T#e& L1z, UL, #FORMRIZ
Wagner!'®iz X D 1938 4£ |Z degeneratio hyaloideo-
retinalis £ L THE SN TV EERBHEMIZ—HT 32
L%, ZEPIOBINC L DS IC SN, FRILDRK
FNC I NE, Th o R TARZEN 12 e B g BEET
FEROEHIC LD, #d, Wagner fi5 & Stickler fE{EEE
Xl ahaEmcH s, o245, KEFIZIRE
HYIWZ i3 Stickler fERBF L 2W T 20088 L H 2 S h
%,

& Z AT, HiH @® Maumenee®ix, Wagner ® \» 5
vitreoretinal degeneration 23F LA 4 % £ 5 &1 5
DEBCBEVWTILERDSNEZ EICEHL, Kniest
dysplasia % &ir 39 FEPIORE 2 6, 0Ok 5 HRFEE
B L2250 HBRERO—HETHL LOBAT
SFEERA TS (E2), ZODETITEREREZES

I. With ocular symptomatology only

Type 1 Wagner (no associated retinal detach-
ment)

2 Jansen (high incidence of retinal detach-
ments)

II. With associated systemic anomalies

Hereditary arthro-ophthalmopathy (Mar-

fanoid variety)

= Stickler syndrome

2 Hereditary arthro-ophthalmopathy with
stiff joints (Weil-Marchesani-like variety)

Type 1

3 Spondyloepiphyseal dysplasia, variant
4 Kniest syndrome

5 Diastrophic variant

6 Spondyloepiphyseal dysplasia congenita

L OO T, Stickler FEMEFEIZ II-1 8 & L T, Kniest
dysplasia ZII-4 #EEL L THE ST E R TWB, HET
i+ Stickler fEE#EE, OO NEL2EPZHET 5 &
ILHEEL LTHWLRTWR LI THE., —F, ¥
AEHIC b EFRFER R OE, B I & TE D920,
Kniest dysplasia IZ—2>OEBHEAMN L L THEIEATWL
5, S, ZOLSBEFBEREATOTIE, wWbY
% Stickler fEERFICEEL T 2 EBOHTHERK
HEOHN, H2VIEZOWAICIY, TROBEPH
PRI O FEEE 2 ORI R HEBRE T Ric R Y
HEHMINLAMREN D H 5, EB, FROMELR 4%
M S RS B iR B E TR B O F 43
%, Wagner f5%° Stickler fEfEEEIC LA, (B & O
D3H BN,

HER 2 fli3 w3 b BHITH - 72435, Kniest dyspla-
sia DFHHEDOFICIF VWL 2LDOREFLH D, Fidlo k
SIEREFEHREEEAE L2 LFION TS,
RSP 2 b o 7 4 EREYICE M5 Wagner i &
Stickler fEfREE &, [FfRIC, AR L B2 OXRBE L BE
ErR AT ECHEERTH B, Lo T, Kniest
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dysplasia DHRIEZE & FFEMN, @EEOLA» S, YA b
74 bHHrSH, £/, FIIET Kniest dysplasia &
Goldmann-Favre gt é4 & Wiz Hl2voiHb b, Zh o
FEREREE LTR—ARZ b 7 AChIE T 2 WHEM S
H5b,

Kniest dysplasia @i & U TlE, #ilgsEETOI
#M a5 —4 @ C-propeptide & KB L U P 22
TORFEHPREBESATED?, [[Ba7—5 D4
WHREENTWS, ZON# a5 -7 ridERETIE
WEREZERL, BRicBwTe7ror@e L
CEKMNTFROFE#BNERS TH D, 72, BTHEN
TRETHREESCRZEL GERDI LAY, 18
7 —7 DAk, REBOMTAEBRRE T %L,
WA & HERRZS D R & BT EE TH 5
Z L EoBEsEEbNLS, £, BAFRLLT, T
DML L TR & S 7o kRS, Maumenee’iZ £ 3 %
1 TIZ retrolental crinkly membrane 43 H B TRl 4 a
Dk RSN, CThidEEERE Tk —&
LT 6 O LD ICBEsh, SAKS OH Stickler FER
BT - BB plicated membrane I2—8(3 54, 2O
MBI — KT L B TR OSBRIl T 572
W, SEEBES REENESE L ERD L, B2
KiETHo (EFHME) BTERkETR R T 250 LBbh
&,

ZOEII, BRHERICEL-> T2 77 SR
HWHEBECHD, TOBERELT2Z7—Y28FT3
HBCREEZEL T 2EE0H L, Licsi-T, HH
HiFH 2o MBI TR A e 7 4 220w Th, £
Dk 5 A FENAEFOBS SR, EHREDH
EREEHSPIC LT DEBHZDTREEVES D
i,

Kniest dysplasia QIR AHHE TLESLE E 2D 0
i, TiCEHNEEMBEYETHD, LarL, KhFER
FErRMo AREEB T, FRIEE T L AR T
M L 5 & BbhaHiEHIME £ L, BERRFEHIZ
B bH 5, 72120, FOEFITIEEBITAOEE
HHEFETE T, RENEHOFHIZTHTH S, £,
FHE T Stickler FEREHOIRME ZFEMICRI Lo s
AR50, GOHE E L TO MR 20 (EE» & FE
THLOTEEZCIASNZWE LT3, Robert-
son 5% Stickler fEBERE T I 50% 3 H8 5 % 5 & &2
ILFPELRRET 200, THLEETY HEMIC
2WnTiE, EXFavEryHARBORATHEVRELTW
%, Kniest dysplasia O&FHITIE, 3k 8 »H TR
HARNL & AEEE, BT OWREY, 11 % THENEL & HEEE
HEPERLTWDS, —F, BRPIIBRETRE 15K TH
D, FEZIREHAEEAET 2 L5 2 EAR4EL
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PlE, Zhz TREEEEZL L T %7 Kniest dysplasia 2
B R 2HE Lz, ER 1 T, BREEEERE
FIE L EZ o0 THED, Kniest dysplasia DHEEZS
Bonlz0R 1l TH- 72, BEICBWT, Wagner
W TIEZ OFFEEERICERESAb LT Wi d - 72K
Y Ho D78, Wagner i &L 7 SREFERE OHIC X
FEBLFINTORARBEITETE kv, £, K
TR BREE S 5, FEEFIC Rl X5 2R
EHRESHT 2 60wk L Stickler fEMREE & 22H L 72
WEPHRAEND LI B> TER™, BHIZ, ZD LD
I Stickler fEMFERE IZERR 2 E L TRHEMREH, Thi
BRZHET20TEL, HECHRELZSHCE
REELEZ, 46, 2EAERELL. LT, B
TR AL & 1o T RIERE D /N R EE T 2 BT iE, HEHEEH
FHRREERENCE-> TIRIMAE L 2 & tlbh
%, Filoic, MEEEHTAZENEE A 85E, e
BEEES OB RET B LN, S5, Rl 0BR
WCEIeDiB s T AR 2 ERL, F
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WA ZBBEL, THREEZBY £ LizIuA BT
B LET, &1, EfE B VERWIEEERCOUE
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CICEHE I SR wWicPuifE AR, # ETR|
EFlE I B L £ 3, FEM 1 OIRFTRB X UKGH T OEE
25 19 EIHANRIRBIEE SRS (A% TRERLL,
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