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Siftingstoets vir homosistien was positief en homosistien in
die urine is deur die tegniek van kolom aminosuurchroma
tografie gevind. Die diagnose van homosistinurie is der
halwe bevestig. Die pasient is waarskynlik die eerste geval
van homosistinurie wat beskrywe word in die Republiek
van Suid-Afrika. Sy stamboom is vanaf die gegewens van
die pasient en ook van sy moeder so ver as moontlik uit
gewerk. Hy is van Afrikaanse oorsprong en die enigste
belangrike verskynsel is dat sy suster ook aan swak gesigs
vermoe en arteriele afsluiting gely het. Sy is op 31-jarige
ouderdom oorlede. Dit was ongelukkig nie moontlik om
ander lede van sy familie te ondersoek nie.

Langtermyn-opvolgstudies is nog nie op hierdie pasiente
uitgevoer nie, maar dit Iyk asof die prognose swak is. Die
morbiditeit is hoog veral a.g.v. geestelike vertraging, oog
afwykings en trombo-emboliese verskynsels. Laasgenoemde
~ die gewone oorsaak van dood op relatiewe vroee ouder
dom.

Omdat die regstelling van die seHuH~re fout in hierdie
toestande nie moontlik is nie, is omgewingsbeheer die
grondslag van behandeling van aangebore metaboliese
foute. As die ophoping van substraat skadelik is, word
dit indien moontlik verhoed en belangrike komponente
kan distaal tot die ensiem-blok bygevoeg word. Hoewel die
biochemiese paaie van homosistinurie bekend is, is dit egter
nog nie 'bekend wat die presiese oorsaak van die patologiese
verskynsels is nie. Behandeling is verder moeilik om te
evalueer a.g.v. die relatiewe stadige verloop van die siekte
in teensteUing met by. fenielketonurie en Hartnup se
siekte.'

As die beginsels gevolg word, is daar verskillende tera
peutiese moontlikhede. Om die substraat metionien te ver
Iaag, kan 'n lae-metionien dieet gegee word."""'" Dit is 'n
baie eentonige dieet, want aHe voedsel van dierlike oo~

sprong moet uitgesluit word en die hoof protei"enbronne IS

dan sojaboontjie of protei"en hidrolisaat. Verder moet yster,
kalsium en vitamiene aangevuI word. Sover is hierdie
waarskynIik die belangrikste behandeling, maar dit moet
op 'n vroee ouderdom begin word.

poainas is ook aangewend om die homosistienvlakke te
verla~a.:>Homosistien uitskeiding kan verhoog word deur
argini;n te gee wat kompeteer vir herabsorpsie in die nier-

tubules: Homosistien kan ook verIaag word deur omsetting
tot metionien deur 'n metiel donor, bv. cholien, of deur
foliensuur. Maksimale stimulasie van die homosistien om
omsetting tot sist.ationien te bevorder deur hoe dosisse van
die ko-ensiem piridoksien (150 - 600 mg/dag) asook by
voeging van serien is ook reeds probeer, maar sonder veel
sukses.

Byvoeging van sistien is nodig, want by hierdie pasiente
word dit 'n essensiele aminosuur omdat die liggaam dit nie
kan sintetiseer nie. Sistationien is probeer, maar dit word
vinnig uitgeskei deur die niere." Dit is ook baie duur.

Verdere. behandeling is van ondersteunende geaardheid.
Arteriografie en operasies moet vermy word indien dit nie
absoluut noodsaaklik is nie, omdat dit maklik aanIeiding
gee tot trombose en embolisme.

VERWYSINGS

I. Garrod, A. (1963): Gan'od's Inborn Errors of Mecabolism. Londen:
Oxford Universi"ty Press.

2. Carson, N. A. J. en Neill, D. W. (1962): Arch. Dis. Childh., 37, 505.
3. Gerritsen, T., Vaughn. J. G. en Waisman, H. A. (1962): Biochem.

Biophys. Res. Commun., 9, 493.
4. Cusworth, D. C. en Dent, F. R. S. (1969): Brit. Med. Bull., 25, 35.
5. Efron. M. L. en Ampola, G. A. (1967): Pedia!. Clin. N. Amer., 14,

881. .

6. Carson, N. A. (1970): Proc. Roy. Soc. Med., 63, 41.
7. Carey, M. C., Fennelly, J. J. en Fiugerald, O. (1968): Amer. J. Med.,

45, 26.
8. Carey, M. C., Donovan, D. E., Fitzgerald, O. en Macauley, F. D.

(1968): Ibid., 45. 7.
9. Presley, G. D. en Sidbury, J .. B. (1967): Amer. J. Ophthal., 63, 1723.

10. Carson, N. A., Dent, C. E., Field, C. M. B. en Gaull, G. A. (1965):
1. Pedia!., 66, 565.

11. &himke, R. N. (1965): J. Amer. Med. Assoc., 193. 711.
12. McDonald, L., Bray, C., Field, C., Love, F. en Davies, B. (1994):

Lancet, l~ 745.
13. McCully, K. S. (1969): Amer. J. Path .. 56, Ill.
14. Spaeth, G. L. (1967): Pediatrics, 40, 586.
15. Rosenthal, A. F. en Yaseen, A. (1969): Clin. Chim. Acta. 26, 363.

16. Leading Article (1969): Lancet, 1, 1133.
17. Szeinberg, A., Szeinberg, B. en Cohen, B. E. (1969): CIin. Chim.

Acta, 23, 93.
18. Efron, M. L. (1964): . 'ew Engl. J. Med., 270, 137

19. Chase, H. P. (1967): Arch. Dis. Childh., 42, 514.
20. Perry, T. L., Hansen, S., Love, D. L., Crawford, L. E. en Tischler, B.

(1968): Lancet, 2, 474.
21. Waisman, H. A. (1967): Amer. J. Dis. Child.. 113, 101.

EMBOli OF CEREBRAL TISSUES IN THE LUNGS*
"".B., CH.B. (PRET.), M.MED. (MED. FORENS.) (PRET.), GO\'ernmeni Paihologisi, BloemfonteintJ. A. OLIVIER, m

SUMMARY

The liieraiure of cerebral tissue lung embolism is briefl~
reviewed and a case in which ihis condiiion occurred IS

described.

Cerebral tissue emboli in the lungs resulting from extensive
lacerations of the brain as a result of fractures of the skull
are rare. Cases have been reported by McMillan' and
others, the particulars of which are summarized in Table 1.
Emboli consist mainly of glial tissue but neurones and

*Based on a paper presented at the 47th South African Medical Congress
(M.A.S.A.), Pretoria, July 1969. . .

tFormerly Clinical Assislant, Department of Forensic Medicine, Uruver5lty
of Pretoria, Pretoria.

vascular tissue may also be found. Cerebellar tissue emboli
have been reported in one case.' Valdes-Dapena and Arey'
report the presence of emboli of cerebral tissue in the
lunas of newborn children with birth trauma. Tears of the
ten~orium cerebelli were found in 3 out of the 4 cases.
The authors emphasize that this condition may be found
in the absence of external evidence of injury. The tissue
heterotopia found in congenital brain abnormalities must
be considered in the differential diagnosis of cerebral
tissue embolism in the newborn. Trauma to the foetal
brain early in gestation may be an aetiological factor. This
heterotopic brain fragment is found in the lung tis~u7 and
not in the pulmonary artery as in the case of emboh; It has
a limited period of growth.'
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TAJlIJ:. I. SUMMARY OF Ul1!JlATUli CONCEDlING PULMONARY
EMBOU OF CEREBRAL TISSUE

Fig. 1. Photomicrograph of lung with glial tissue in a
pulmonary artery on the left (H & E).

Fig. 3. Longitudinal section of pulmonary artery with
cerebral tissue in the lumen (PTAH).

Fig. 2. Photomicrograph of the lung with cortical and
medullary. cerebral tissue in a pulmonary artery (H & E).

I wish to thank the Secretary. State Health Department. for
permission to publish; and Mr de Swart of the Department of
Pathology, University of Pretoria, and the Photography Unit
of H. F. Verwoerd Hospital for their collaboration.

The well-documented though rare entity of cerebral
tissue emboli in the lungs resulting from head injuries
sustained during motor-car and aircraft accidents and in
the 'battered baby syndrome' is of medico-legal impor
tance, being indicative of injury sustained during life.
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Clinical data
Fell from a ladder
Fell on a cement floor

from a height of 4 m
Motor-car accident
Fell down stairs
Motor-car accident
Delivery aided by forceps
Fell from a ladder
Motor accident
Fell from a tree
Footling delivery with

Veit-Smellie manoeuvre
Head crushed by weaving

machine
Fell from a height of 5 m
Breech extraction with

Piper forceps
Tucker McClaine forceps
Motor-car accident

Age
47 yr
1 yr 11 mth

4 yr
42 yr
5 yr
10 min
(a) 71 yr
(b) 52 yr
(c) 19 yr
10 min

15 yr

1969 Present case

1963 TryfuslO

1964 Pisch"

Year Author 
1926 Merkel'
1936 Krakower'

1940 Walcher"
1954 OppenheimerT

19S5 Nunes"
1956 Gardiner
1956 McMillan'

1964 Tackett' 64 yr
1967 Valdes-Dapena3 (a) 1 hour

(b) 16 min
40 yr

CASE REPORT

A 40-year-old non-White pedestrian was struck by a motor
car. He died 2 hours after admission to hospital, and
about 2t hours after the accident. Postmortem examination
revealed minimum external injuries. The skull showed ex
tensive fractures in the right occipital area extending into
the posterior fossa, and laceration of the right transverse
and sigmoid venous sinus, continuous with tears of the
superior aspect of the tentorium cerebelli, the arachnoid
and pia mater. Extensive contusions of the brain were
found on the posterior and inferior aspect of the right
occipital lobe, as well as bilateral subdural haemorrhages
over the cerebrum and small haemorrhages in the brain
stem and midbrain. Both lungs were well expanded and
revealed subpleural haemorrhages. On incision, the cut
surfaces showed emboli consisting of a grey-white material
and blood situated in the pulmonary arteries. No brain
tissue was demonstrable in the jugular veins or the right
side of the heart.

Microscopic examination of lung tissue confirmed the
presence of cerebral tissue emboli in several branches of
the pulmonary arteries (Figs. 1 - 3).


