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A 65-year-old woman was admitted to the Kawasaki Hospital on July 26, 1965,
because of general fatigue, gait disturbance, epigastralgia and joint pain of the
extremities.

Several years previously, she had suffered from hypertension and epigas-
tralgia. A few days before admission, gait disturbance developed due to general
fatigue and joint pain.

On admission, she was physically and neurologically unremarkable and there
existed no abnormal laboratory findings except for increased erythrocyte sedi-
mentation rate (57 mm/h), normochromic anemia, abnormal urinalysis, reversal
of the serum albumin-globulin-ratio (0.53), and positive CRP and RA tests.

On the second hospital day, she experienced an abrupt onset of loss of con-
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sciousness. Neurological examination revealed deep coma with flaccid paralysis,
generalized areflexia, pin hole pupils, absence of both light and corneal reflexes,
and involuntary ocular movements occasionally accompanied by conjugate devia-
tion to the left. Cerebrospinal fluid showed no abnormalities. An electroen-
cephalogram disclosed diffuse theta activity without any lateralities and focal
signs.

Under the clinical diagnosis of cerebral infarction, the patient was treated
with steroid hormone without any improvement. She died on the 10th hospital
day.

General necropsy revealed widespread periarteritis nodosa.

Gross examination of the central nervous system disclosed infarcted lesions
in the frontal, right temporal and occipital lobes, bilateral basal ganglia, and right
thalamus.

The results of microscopic examination were as follows.

There was widespread distribution of arterial changes in the cerebral paren-
chyma. Within the white matter of the telencephalon, arterial lesions were
chiefly composed of degenerative changes characterized by proliferation of the
media and adventitia.

On the other hand, those of the basal ganglia, thalamus and cerebellum, acute
as well as chronic changes were simultaneously present.

In acute lesions, there was infiltration with numerous polymorphonuclear
neutrophils in the thickened media and adventitia, accompanied with the destruc-
tion of the elastica interna.

No arterial changes were found in the meninges.

Infarcted lesions in the cerebral parenchyma showed various changes from
relatively fresh foci to old softenings containing lipid-laden macrophages and
astrogliosis.

Twenty-two ‘Japanese literature cases of periarteritis nodosa with central

nervous system involvement were reviewed clinico-pathologically.
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Fig. 1. Distribution of the lesions.
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Table 1. Summary of 22 cases of periarteritis nodosa.
‘ Clinical Neuropathological
No.| Reporter| Age| Sex diagnosis Symptoms and signs £indings
1 | Torii 35 F | Meningo- Fever -+ hemiparesis, Infarct in 1t. basal
('60) encephalitis unconsciousness ganglia
Infarcts in white matter
of cereberum
2¢ Aramaki | 68 | M | Sepsis Fever * memory loss Cerebral hemorrhage
('60)
3 | Shinoda | 42| F | PN Fever, erythema Living
('60) (biopsy) ~+ rt. hemiparesis
4 | Tokuda 10 | ¥ | Abdominal Epigastralgia, petech- Hemorrhage in bilat.
('60) purpura ien, <+ convulsion, occipital lobes
1t. hemiparesis
5 | Terao 13 | F | SLE Fever + 1lt. hemi- Infarct in rt. diencephalon
('64) paresis, convulsion
6 | Hanakago| 8 | M Nephritis, Fever + rt. hemi- Inflammatory narrowing
('64) pneumonia paresis of 1t. middle cerebral
artery (CAG)
7 | Otsuka 36 | M Epigastralgia, fever | Infarct in rt.
('65) -+ hallucination, parieto-occipital lobe
convulsion, 1lt..hemi-
plegia
8 | Sasaki 37 | F | Rheumatic Joint pain, pares- Infarct in rt. capsula
('65) arthritis theisa * 1t. hemi~ interna and externa
paresis
-9 |Shibata | 46 [ M | PN Fever, erythema Operation + rt. intra-
('65) -+ convulsion, 1t. cranial hematoma
hemiparesis
10 | Yokomura | 55 | ¥ | Guillain- Fever, neuralgia Wide spreadvdistribution
('65) Barre' synd- ~+ paralysis of lower | of PN in CNS
rome extremities,
unconsciousness
11 | Ogawa 49 | M | PN Joint pain, epigast- | Wide spread distribution
('65) ralgia - Operation of PN in CNS
of duodenal ulcer
<+ CVD
33 | F | Collagen Joint pain, hyperten-| Same above
disease sion »> 1lt. hemi-
paresis + subarach-
noid hemorrhage
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Clinical Neuropathological

No.| Reporter |Age|Sex diagnosis Symptoms and signs findings

12 | Hayashi 31| P | Landry's Fever, joint pain Wide spread distribution

('65) paralysis | lumbago, headache, of PN and infarction in
! paralysis of lower spinal cord
extremities > Infarction of medulla
subarachnoid- hemorrhage | oblongata
13 | Iyoda 22 | F | Wegener's | rt. Exophathalmus Wide spread distribution
(*65) ‘granuloma | * fever, choked disc, of PN :in CNS

nephritis, sinuitis

14 | Matsushita| 46 | M
('66)

Gait disturbance,
speech disturbance,
dysphagia

+ apoplexy

Infarction in capsula
interna, putamen and
centralis semiovale
Degeneration of bilat.
pyramidal tracts

15 | Kawanami, {39 | M | PN

Hypertension =
('67) paresthesia,
. 1t. hemiparesis

Living

16 | Tmoto 63 | M Joint pain, speech Wide spread distribution
o} (767) disturbance, gait of PN and infarction
disturbance, nuchal in CNS
rigidity

17 | Ichihara {47 | M

Fever, headache,
('68) epigastralgia
~+ paralysis

Infarction in both
caudates and thalamus

18 | Kuniyoshi | 56 | M

Fever, asthma

('68) -+ memory loss,

: disorientation +
meningeal irritationm,
rt. hemiparesis

Subarachnoid hemorrhage

Infarction in bilat.
frontal lobes

19 | Yasuda 70 | ¥ | Subdural
('69) hematoma

Headache, somnolence
<+ nuchal rigidity
unconsciousness

Subarachnoid hemorrhage

20 | Fujiwara |68«| M

Meningitis| Fever, dyspnea

Wide spread distribution

('70)y <+ confusion, of PN in CNS
21 | Narita 25| F Double vision, tinnitis B-asilar artery aneurysm
('72) + convulsion
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Fig. 2. Miliary gross softenings are scattered bilaterally in the putamen, globus pallidus and
internal capsule. Relatively large softenings are present in the white matter of bilateral
cerebral hemispheres. Frontal section through the basal ganglia. Woelcke, x 0.87.

Fig. 8. Artery showing inflammatory stage of infiltration with neutrophils and lymphocytes in
hyalinized thickening media and adventitia. Partial destruction of intima and elastica
interna is also present. Right cerebellar hemisphere. Hematoxylin and eosin. x 104.

Fig. 4. Artery showing inflammatory stage of infiltration with neutrophils and lymphocytes. Right
cerebellar hemisphere. Hematoxylin and eosin, x 416.

Fig. 5. Relatively fresh softenings composed of fat-laden macrophages and perivascular infiltration
of neutrophils and lymphocytes. Right basal ganglia. Hematoxylin and eosin, x 208.

Fig. 6. Fat-laden macrophages within the moderately old softening. Right thalamus. Hematoxylin
and eosin, x 208.

Fig. 7. Area of fresh softening contained of polymorphonuclear neutrophils, lymphocytes and a
small number of macrophages and eosinophilic droplets. Left basal ganglia. Hematoxylin
and eosin, x 104.
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