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An autopsy case of severe combined immunodeficiency with adenosine deaminase deficiency
was reported. The patient was 3 month old male, suffered from severe pneumonia and meningitis.
Clinically, he was characterized by leukocytopenia, lymphocytopenia, the depletion of T and
B-cells, low immunoglobulinemia and inability to produce antibodies. An autosomal recessive
mode of inheritance was established. Postmortem examination revealed involutional thymus
consisted exclusively of epithelial reticulum cells with the remnant of Hassal's corpuscles. The
lymph nodes and the spleen showed considerable depletion of lymphocytes in both T and B-cell
areas, There was a complete lack of all lymphatic structures in the gastro-intestinal tract and
hypoplasia of the tonsils. Death resulted from Aspergillus meningitis in conjunction with serous
pneumonia with diffuse hemorrhage, But the presence of pneumocystis carinii was not detected,
The costochondral junction of the ribs showed widening and cupping of the metaphyseal plates.
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Table 1. Laboratory findings-1

Hematological exam.

RBC 566 x 104
Hb 17.8g/dl
Ht 55.7%
Platlets 75,2 %104
WBC 4,800

Stab., 16%, Seg. 42%
Fos 28%, Lym. 12%
Metamyel. 2%
Urinalysis : normal
Blood chemistry

T-protein 5,0g/dl
Alb, 3,4g/dl
T, Biliru 0.9mg/d!
GOT 112Karmen
GPT 46Karmen
LDH 357mIU
Al-p 22, 6mliU
ch-E 0,89PT
r-GTP 92mlIU

T, chol 178mg/dl
T, glyceride 101mg/dl
Amylase 35U
BUN 8mg/dl
Creatinine 0.4mg/dl
Uric acid 1, 4mg/dl
Na 138mEq/L
K 4,1mEq/L
Cl 100mEq/L

Adrenocortical function
U-11-(0H):-17KGS 5.8mg/L
U-11-(0OH)-17TKGS 51.7mg/L

S-17-OH Progesterone
0.091ng/mi
S-Cortisol (pm) 34, 2pg/d1
(am) 15, 3pg/dl

Other data

ESR 1hr 8mm
2hrs 19mm
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Table 2, Laboratory findings-2

Immunological data

7/VI 14/VI
IgG 555 229mg/dl
IgA 5.5 26mg/dl
IgM 12 Smg/dl
C, 78
T-cell 0.2
B-cell 0,25
Fe 7.0
EAC 0
DTH
Candida extract (=)
Candida broth (-
SK-SD (=)
PHA (=)
PPD (D)
Lymphocyte blast formation
PHA (8.1.) 2,2
Antibody
Cytomegalovirus <4
Toxoplasma <128

Spinal tap
Cell count 40,000/3
Polymorph 95%
T-Protein 291mg/dl
Sugar 14

Culture (liguor)
Bacteria
Fungus
Thb

Culture (feces)
Enteropathogenic
bacteria

r'\fi\/\
NS

(-
Fungus (-
Culture (urine)
Escherichia coli  (+)~(+D
Fungus =)
Culture (throat)
Staphyrococcus aureus

)
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TV, It 17-a-OH-Progesterone % 0,091ng/
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Fig. 1. Pedigree of family
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Photo 1. X-ray shows cupping deformity (arrows) of ribs,
Photo 2. Thymus as control (3month male died from axis rotation of stomach) The lobules

consist of lymphocytes and spindle-shaped epithelial cells.

Large and mature

Hassall's corpuscles are present. Corticomedullary differentiation is remarkable.

Photo 3. Thymus in this patient is involutional. Lobules consist entirely of differentiated

epithelium with few lymphocytes and small vessels in capsule and parenchyma,

Structures suggesting of Hassall’s corpuscles could be observed in small numbers,
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Photo 4, Thymus in this patient, The remnant of Hassall's corpuscle (High magnification)

Photo 5. Spleen, Few lymphocytes are sporadically seen. Mature lymph follicles, germi-
nal centers and plasma cells are not present.

Photo 6. Mesenteric lymph nodes, Differentiation of the nodes into cortex and medulla is
lacking. Few lymphocytes within a prominent reticular matrix, no follicles, no

germinal centers, no plasma cells,

Photo 7. Appendix exhibits a complete lack of all lymphatic structure.
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Table 3. Classification of SCID

Swiss-type o1 Bruton-type | SCID with
Agammaglo- G1tl&n Nelfdeigfme dysgamma- | ADA defici-
bulinemia syndrome sy globulinemia | ency
. s —1i . autosomal
Mode of inheritance | autosomal iz}éelslstilégd ? sporadic recessive
Familial occurrence + -+ + — +
embryonic | embryonic embryonic | embryonic involutional
Histopath-| general Ziléi&fferentl- :?éi&fferenu- :ileddlfferentl- E?Sdlfferentl- differentiated
ology of '
thymus Hassall's _ _ - _ +
corpuscle rudimentary
Enzyme deficiency — — - _ +
Skeletal abnormality - — — — 4+

Bl
Ataxia-Teleangiectasia,
rich FERIFE

e ARG (DETREr /7 7

Y ¥ L)

Congenital sporadic agammaglobuline-

Wiskott-Ald-

mia &
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AKE G 4 ek TRE D BRIBE e LB VEN 5 B Ede
PR EIE Lic o & &, SESOAEc, 1gG ik
H# 1.55 F CREHEED b OMWRE Liciod, B
BlELF LS, o 186G, 1gM, IgA H{EHEE
ALz &y ML T obifFiEsRoR M, BMI
JuDETFi & L b BillaRao®EEs, T-cell B
DIETF, PHA k5 ) vk bROET e &
O THIIE R EDFAELM A TH Y, SCID THDH

Gk X b BIRDD

LR TH D, X BICHREL EWH, RRAICH
kD ADA FHHE TR O & 2 b, HiA
HHUSAERR 2 RT ADA RiE%E &0 L SCID 28
M Bihiz, X-P THORMEME W, HEkFI
Ny LMEDIEEIN R St 2 v, {fiod SCID
LEAEh, RSB0l cD@RALLDEEL
bib,

B SCID DJHEH

197357 3 = —Tf iz SICD @ workshop®
T55fl> SCID %3, ADA &#E%E{LES SCID &
Tk fEbrely SCID Ak i st b,
Wi DRl R bie L2 B e BEM Lo/ gD B
by Ml bl o THEEhTh5, kL
fo Lot v AMERE ENR D, BEON
BRTid~ v MBI SRR LE, D
th, vy MEBFIR LT 5, EEOBRILED
i<, MEOMBILLIE I\ O L ShT
Whe DV VoSBT AT L, TiHE LY
VAEROWA VY vk, MO0 RIESR

Photo 8.
cytes and plasma cells.
Photo 9.
ropoesis.
Photo 10.

Palatinal tonsil. Aplasia of lymphatic structures, complete absence of lympho-
Bone marrow., Prominent megakaryocytes, normal granulopoiesis and eryth-

Lung. Exudative pneumonia with bleeding and desquamation, without granulo-

cytes, lymphocytes and plasma cells,
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TN EV, BRI RTHET, IR RET, &
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Photo 11, Aspergillus infection in the brain with leukocytes infiltration,
Photo 12. Brain. The brain parenchyma around lateral ventricles is destroyed by suppu-

rative ventriculitis,

Photo 13. Normal child (3 month male died from axis rotation of stomach). Note the normal
linear columns of proliferativing cells and hypertrophic cells in the growth plate.

Photo 14, This patient has no transition from proliferating to hypertrophic cells, and there
are only hypertrophic cells with uniterrupted calcified cartilage formation.
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