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Encephalocele (Two Autopsy Cases Report)
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Table 1 Clinical and pathologlc differences between frontal and oceipital encephaloceles.

Frontal Oceipital
Incidence
Europe & America 15% 70%
Southeast Asia 40% 40%
Mental retardation + +(60%5)
Familial occurrance No ?
Opening Frontal, ethmoid, nasal Enlarged foramen magnum,

& sphenoid bones

Associated anomalies

Facial deformity, hydrocephaly,
holotelencephaly, microcephaly

squama of occipital bone

Cervical spina bifida,
hydrocephaly, m1crocephaly
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—ABSTRACT—
Encephalocele(Two Autopsy Cases Report)

Jeong Wook Seo, Jin Hee Son, Je G. Chi,
Kyu Eun Lee*, Hyun Chul Kim**
and Young Ho Kang

Department of Pathology, College of Medicine,
Seoul National University, Department of
Pediatrics®, Seoul Adventist Hospital and
Department of Obstetrics & Gynecology,
Hanil Hospital**

Two autopsy cases of encephaloceles were reported.
The first case was a female baby died in one day
and had a huge occipital mass containing posterior
two thirds of cerebrum, midbrain, pons and medulla

oblongata. An unexplained polypoid mass of cerebral
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tissue was seen at parasagittal area of left parietal
lobe. Tentorium cerebelli was absent. Subarachnoid
vessels were congested. The encephalocele was covered
by dura and skin. Occipital bone had a huge defect.
The subcutaneous tissue over the encephalocele had
multiple nests of neuroglial cells without connection
to the brain proper. Cut sections of the brain showed
enlargement of left lateral ventricle. Focal hemorr-
hage and calcification were present at occipital lobe.

The second case was a female baby died soon after
birth. She had a cystic, polypoid mass at right
forehead. Right eye was replaced downward and
nares were separated apart. Median cleft lip was also
present. Right half of frontal bone was completely
defective, a small portion of through which frontal
lobe was herniated. Cystic cavity of the {frontal
mass was a continuation of right lateral ventricle.
Falx cerebri was hypoplastic, thalami fused to each
other and Arnold-Chiari type 1 eancmaly was
associated. Cut sections showed bilateral hydro-
cephalus especially at right lateral ventricle. The
encephalocele was covered by skin and dura. Skele-
tal muscle was partly incooperated and was splitted.
Anterior lobe of pituitary gland showed abnormal
capsulation with fibro-collagenous capsule and septa-
tion.

Classical theories explaining the pathogenesis of
encephaloceles were proposed by Geoffrey-Saint-
Hillaire(1827) and Spring(1853). They were incom-
plete separation of ectodermal germ layers and
increased intracranial pressure. But disputes on the
pathogenesis are still present. Major disputes are
summarized as:

1. Whether the brain tissue in encephalocele is
herniated tissue or heterotopic tissue?

2, Is there any evidence explaining the classical
theory of Geoffrey-Saint- Hillaire?

3. Is the increased intracranial pressure a primary
defect or secondary phenomenon?

4. Local ischemia in skull and adjacent soft tissue
makes the defect to give harniating pathway, is it
true?

We reviewed the literature and tried to explain

them based on the findings of our cases.
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LEGENDS FOR FIGURES

Fig. 1. Huge occipital mass with flat cranial vault. Cecipital mass is partly covered by scalp with-
hair (Case 1).

Fig. 2a. Superior view of brain, showing microecphaly and huge encephalocele. An ovoid mass (M)
of brain tissue is seen at left parietal area. The arrows represent junction between the
microcephalic brain and huge encephalocele (Case 1).

Fig. 2b. Inferior view of brain, The occipital mass contains cerebrum, cerebellum and brain stem.
Cranial nerves are elongated due to the posterior herniation of the brain stem. Cbl: Cere-
bellum, III: Oculomotor nerve, V: Trigeminal nerve (Case 1).

Fig. 3. Serial coronal sections of the brain and encephalocele. Sections 1-3 are from the microce-
phalic brain and sections 4 to 10 represent encephalocele, showing well organized brain
structures including ventricles (Case 1).

Fig. 4. Sac of encephalocele is ccmposed of skin, subcutaneous tissue and numerous glial nests.
(arrows) (H&Ex4) (Case 1).

Fig. 5. Magnification of giial nests (H&Ex100) (Case 1).

Fig. 6. Cystic protrusicn at right fronto-orbital area. Right frontal bone is defective and right eve:
and nose are displaced inferinrly. Median cleft lip is also present (Case 2).

Fig. 7a Inferior view of brain, showing cystic mass in right frontal pole. The wall of the cyst is.
composed of cerebral tissue and pia mater. Cerebellar tonsils (arrows) herniate through the
foramen magnum (Case 2).

Fig. 7b. A coronal section through the frontal pole of brain shows asym metrical dilatation of lateral
ventricles. Righr frontal cephalocele(arrows) is an encephalocystocele, i.e., the cavity is
continuous to the ventricle {Case 2).

Fig. 8. Low magnification of encephalccele sac. It is composed of skin, subcutaneous tissue, skeletal
muscle and dura mater. Skeletal muscle shows partial discontinuity (Case 2.

Fig. 9. Magnification of the square in Fig. 8 shows abrupt discontinuation of skeletal muscle (H&E
x40} (Case 2).

Fig. 10. Anterior lobe of pituitary gland, showing abnormal capsulation (C) (H&E x40) (Case Z).






