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PSEUDOTUMOR—CEREBRI—IN-ASSOCIATION WITH SEVEREHEMOLYTIC HEMOLYTIC ANEMIA DUE TO HETEROZYGOSITY FOR b C, a*-
ANEMIA—AT PRESENTATION-OF SYSTEMIC LUPUS ERYTHEMATOSIS THALASSEMIA AND HEREDITARY XEROCYTOSIS. A.E. Pelice,
< s (. ™ 55 M. Abraham,*® D, Bockman,* V. C. McKie,* and M. Greenberg*
Bassion.® Scott and White Memorial Hospital; Texas ASM (Intr. by P.A. Garver) Comprehensive Sickle Cell Center,
¥ 0 g Depts. of Cell and Molecular Biology, Anatomy, and Pedi-
Accurate diagnosis of SLEis often difficult, since atrics, Medical Oollege of Georgia; and Hemoglobin Research

thediagnosis—is capable of involvingany organsystem; yet Laboratory, Medical Research Service, Veterans Administra-
no—single test exists for specific diagnosis: The patient tion Medical Center, Augusta, Ga.; and Division of Pedi-
(pt-)—=ust_have a constellation of symptoms—andlabvalues atrics, Memorial Medical Center, Savannah, Ga.

wvhich meet the 1982 diagnostic criteria for SLE. Two—yeoung Microcytosis among Black children without significant
girls;ages11-6/12and13-9/12 years, presented withsimi- anemia is often due to q'-thalassemia, or Hb C trait or
lar;unique clinical findings: Both pts. presented with combinations of the two. Among these, we identified a
sudden—onsetof fatigue; headache—and vomiting: Physical 4-year-old boy with a history of pallor, intermittent
exam revealed tachycardia, pallor-and bilateral papilledema icterus, and frequent hospitalization because of chest
with—small splinter hemorrhages adiacent to the fundal blood infections. On examination he was small and under weight
vessels. Neurolegicexamand brain tomography revealedno for his age and presented with splenomegaly at 4 cms below
abnermalities: The first pt.—alsodisplayed mild-hepato- the left costal margin. Hematological evaluation of
splenomegaly: Visual field testing confirmed full fields propositus and family members gave data summarized below.
= 5 5 Sex Hb MCV Hb Dense Pitted a Xero-

renal—involvewent. Specificlaboratory findings—are out— Age g/dl f1 Type Cells Cells Genes <cytes
lioed:
LAB Patient #1 Patient #2 Prop. M-04 8.6 70 AC 14.3% 12.9% -a/00 ++
Hbg/Het 5+9/16+1 871 Brother M-06 10.7 71 AC 3.1 - ao/ o +
ReticCount 72 28,5 Sister F-10 10.5 77 AA 6.1% - -/aa +
Coombs negative positive Mother P-30 10.0 77 AC 6.1% 8.0% -/ a0 +
ESR 95 150 Osmotic fragility gave decreased hemolysis in standard
CSF-pressure saline dilutions. Morphological examination revealed

o Hzm 340 450 microcytosis, anisocytosis, many target cells and bizarre

large empty oval cells with small quantities of Hb at the
poles reminiscent of Xerocytosis (Xerocytes). The identi-
fication of anomalous erythrocytes with increased density
and morphological abnormalities in the sister who had
normal hémqlobils suggested an additional red cell
(pembrane) abnormality seggregating in addition to Hb C and
a -thal traits in this family and indicates avenues for the
identification of rare conditions such as Xerocytosis among
children with microcytosis.

M. Garb *C+F * G+ Galand; * 0 fer,—* versity of Pennsylvania, Philadelphia; PA
+Garbarz;* C.Féo,*C+ ;*-O+Bournier; 5 5
Hs—Gautero,;* amd—Ps Boivins INSERM U160, HS8pital Beaujon Inherited muscle—typephosthofructokinase (PFK)—deficien=

., i; tamide g - op

reasons: (i) it reacted more strongly than § chainwith _ 5
an anti Sp antibody having an higher nfﬂnig for proved (Tk=4-6+0-5 days)-—Acetazolamide;administered—oral-

a ¢ ’_n an not reac a msonoclonal ly—in—anattemptto lower theintracellularerythrocyte pH;
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