JNET 7:94-100, 2013

AEBIFRS

A FESF R EFRERITCRE C FHE USSR EIREY O )L ELTlT
ZICHMESHEZZEDIRUIMER Ehlers-Danlos
TEIRE$D 1 41

IR Y EBHEE Y RISV AR U EAS Y
AIOBEY  GHIEPY MR Y IR

Carotid cavernous fistula in a patient with Ehlers-Danlos syndrome type IV:
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@Abstract@®
Objective: We report a case of carotid cavernous fistula (CCF) in a patient with the vascular type Ehlers-
Danlos syndrome (EDS), type V.
Case presentation: A 41-year-old female complained of sudden onset of left eye pain and presented with
conjunctival congestion without trauma. The left internal carotid artery showed a high flow direct carotid
cavernous fistula draining into the left superior ophthalmic vein and the cortical vein retrogradely.
The lesion was successfully treated with transarterial coil embolization. After endovascular surgery,
hemorrhagic events (retroperitoneal hemorrhage, internal iliac artery extravasation, and splenic artery
aneurysm) recurred. We suspected vascular type EDS, which was confirmed biochemically. A COL3A1
gene mutation was identified.
Conclusion: In view of the risks of hemorrhagic events after arteriography, early diagnosis of the vascular
type EDS is important in patients with spontaneous direct carotid-cavernous fistulas.
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Fig. 1 MRA source image
MRA shows arterialized cavernous sinus and dilated
superficial middle cerebral vein (arrow).
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Fig. 2 DSA of the left internal carotid artery

Left internal carotid arteriography shows (A) a high flow direct carotid cavernous fistula draining retrogradely into the
left superior ophthalmic vein and cortical vein and (B) a dissecting aneurysm at the extracranial internal carotid artery
(arrow).

Fig. 3
A : Balloon occlusion test reveals the direct fistula to the cavernous sinus.
B : Angiography after coil embolization reveals complete occlusion of the direct fistula.
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S REBINRIYIC target embolization ASTJHE & I L, k@) Launcher (Medtronic, Minneapolis, MN, USA) % ZE3E
IR =2 A )V ZERAR T CCF 2326 L 20 1T AU RERIR I 12 BIRICFEE, ~ A 2 1% 7 —F ) Excelsior SL-10 pre
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Fig. 4
A : CT shows a huge retroperitoneal hemorrhage.
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B : Arteriography shows extravasation at the puncture site of the left common femoral artery (arrow).
C : Arteriography shows extravasation at the branch of the left internal iliac artery (arrow).
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Fig. 5
Enhanced CT shows a splenic artery aneurysm (arrow).
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Table Vascular Ehlers-Danlos syndrome: Villefranche diagnosis criteria

Major diagnostic criteria
Thin, translucent skin

Arterial/Intestinal/Uterine fragility or rupture

Extensive bruising
Characteristic facial appearance
Minor diagnostic criteria
Acrogeria

Hypermobility of small joints
Tendon and muscle rupture
Talipes equinovarus (clubfoot)
Early-onset varicose veins
Carotid cavernous fistula
Pneumothorax/pneumohemothorax
Gingival recession

Positive family history, sudden death in (a) close relative (s)
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I A N> R <, Sk Th 5 .

z B

IM557 EDS 13 # < &V CRZ 55208, Stk 4F
BB, BIR - B - TR OSSR SR T A
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