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Letterer-Siwe’s Disease

A Report of Four Cases
Sule Bilir, M.D.*

|. etterer-Siwe’s disease, which is regarded as one of the histiocytosis
syndromes, involves, in most cases, clinical manifestations such as
hepatomegaly, splenomegaly, and pulmonary infiltration. In addition
to these findings, seborrheic dermatitis, papular or petechial skin lesions,
bone marrow deficiency may also be observed in patients with this
disesase.! In the majority of cases recurrent infections may occur.

Of the histocytosis syndromes, Letterer-Siwe’s disease is the onc
most commonly seen during the first few years of life. In cases without
pulmonary involvement and thrombocytopenia, prognosis is better
and life expectancy is somewhat longer. In 1967 such a patient was
reported to have lived more than two years.2 In fact, this case was
indicated to be the one with the longest life span, being alive at the
age of 16 during the study. The aim of this study is to present four
malnourished cases of Letterer-Siwe’s discase together with the clinical
and pathological findings and a review of the literature related to this
discase. In reviewing the Turkish medical literature, we found only
a few reports on Letterer-Siwe’s disease; this, iIn our opinion, does
not mean the absence of such cases in this country. Rather, the majority
of patients with Letterer-Siwe’s disease are extremely malnourished
cases which die during early infancy as a result of malnutrition coupled
with severe infections.

Previous Investigations

Until today, there have been several reports about individual
cases in the medical literature. Shafer? reported three cases of Letterer-
Siwe’s discase in 1959. The threc cases presented by Drs. Say, Sczer
and Koksalt in 1961, were the first ones reported in Turkey. Schoeck,
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per cent, stab cells 2 per cent. Platelets were found to be normal and
reticulocytes in a range of 1.5 per cent.

Radiology: The X-rays of the skull and the extremities were
normal. The lung X-rays showed bilateral nodular infiltration.

Diagnosis was made following consideration of the conditions of
the lymph nodules and the results of the skin biopsy. Biopsy indicated
a remarkable incrcase in the cellular infiltration. The patient was
given corticosteroids, several blood transfusions and antibiotics. She was
discharged following the request of her parents. The patient was follow-
ed up and the correspondence between the attending physician and
her family informed us of the patient’s death four weeks after leaving
the hospital.

Case 3. G. S,, an 11 month old girl was admitted to hospital with
a high fever, severe coughing and rashes over the cntire body. Her
history also indicated a high fever, coughing and rashes over the entire
body, and purulent discharge in both ears for a period of three months.
Physical examination showed an unsatisfactory condition. The child
suffered from malnutrition and from petechial, papular rashes on the
scalp and the thorax. On the palate ulcerative papules were present.
The liver was found palpable 3 cm. Axillary and inguinal lymph
nodules could easily be felt (Figures 2, 3 and 4).

Laboratory Findings: Routine blood and urine tests indicated
hemoglobin to be 9.20 gr/100, white blood cells 9,300, platelets 140,000
and urine within normal ranges. The throat culture showed Staphylo-
coccus albus and Streptococcus hemolyticus.

Radiography: The lung X-ray indicated bilateral infiltration.
The patient was prescribed a course of penicillin. Her general condition
became poor, however, during the few days after the start of treatment
and, despite all efforts by the hospital personnel, she died four days
after admission into the hospital.

Skin biopsy: The biopsy taken from the skin definitely established
the case to be one caused by Letterer-Siwe’s discase. Since permission
of the family could not be secured, autopsy was not carried out.

Case 4. B. A, a six month old boy, was admitted into hospital
with high fever, skin rashes, diarrhea and purulent discharge from both
cars. He showed an easily irritable nature and mild pallor. The awa-
reness indicated a full-term baby who was fairly well developed until
he was three months of age. The child developed a high fever and
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denopathy (2.5 cm. in diameter) one of which was inflanmated. Purulent
discharge from the ears seemed to be continuing. The tonsils were
found to be hyperemic and an ulcerative lesion (0.5 - 3 cm. in diameter)
was spotted on the palate. Rosary was positive, abdomen distended
and the liver palpable 7 cm. below the right costal margin. The spleen
was located 8 cm. below the left costal margin. The wrists of the child
were observed to be extremely enlarged. .

Laboratory Findings: At the time of admission, the hemoglobin
was 6.4 gr/100 cc. The white blood cells were 12,500 per/mm. with a
differential of 56 per cent segmented, 26 per cent lymphocytes, 2 per cent
monoblasts, 8 per cent monocytes, 8.0 per cent band. Platelets were
160,000 per cubic mm., reticulocytes 8.2 per cent.

Bone marrow specimen was found hypercellular with erythroid
series. Throat culture showed Staphylococcus aureus and E. coli. Ear
culture indicated Staphylococus aureus.

Radiology: Rontgenograms of the lungs and the skeleton were
normal. Skin biopsy showed abundant number of histiocytes, acute
and chronic inflammatory cells and rare eosinophils and gave indica-
tions of Letterer-Siwe’s disease. Subsequent laboratory testing pointed
to a mild to severc anemia with a hemoglobin rate ranging from 6 to
4.7 gm. per 100 ml., leukopenia ranging from 4,800 to 4,000. A signi-
ficant reduction in platelets to 42,000/cc. mm. was observed.

The patient was given multiple blood transfusions and was treated
with antibiotics, Deltacortryl (2 mg. /kg.) for 23 days and Vinblastine
Sulfete (0.05 mg/kg.) for one weck. Despite this therapy the child’s
general condition did not improve much and he died 26 days after

admission.

Discussion
Histiocystosis syndromes are characterized by a wide variety of

clinical manifestations in which histiocytic proliferation causes the
development of granulomatous lesions.

These syndromes are not hereditary of familial and no consistent
correlation between these syndromes and any specific organism has
been noted.

Hepatomegaly, splenomegaly, generalized lymphadenopathy and
high fever may occur in thesc syndromes and otitis media and other
recurrent infections are not rare. Anemia is common and thrombocyto-
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