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Case Presentation

- A 10monthold boy, the first child of norconsanguineous and
healthyparents waadmitted in our ward for further evaluation.

. presentedwith recurrentiever(>38.5) and generalizedgever
echzematoidleedingdermalrashsince 6 months ago

- Physicalexamination revealesblenomegalyrespiratory distresand
alsogeneralized edema
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Diagnostic Lab data
. wsc w0k

Neut 32%
Hb 6.49/dl
Hct 22
A 45000x10 /€|
Ferritin 800mg/dI
Fibrinogen 80mg/dl
Total protein 2.7 g/l

Albumin 1.8 g/dI
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AAt very beginning patient was

suspicious to suffer from an Rl
Immune deficiency, hence 96 449

peripheral CCilowcytometry IgA 71

and other tests were administer % |

without any specific finding.

cog |CD CDllb |CDllc | C®6 | CD4
11a

NL NL NL NL NL 38

23-Now2018 KISHRAN

20 2




Laboratory Findings ending to Diagnosis

AVirologicalssay:
A HCV neg
A HIVAD: neg
A HBS Agneg
A HBSAB :200
A CMV PCReg
A EBVPCReg

AElectrolytes WNL
ASGOT 15
ASGPT :13
AT.BILO.9
AD.BIL 0.4

APT PTT: WNL
ACSF Analysistormal
ABG :0O +
ACoombs :neg

A GBPD Sufficient
ABUN11, Cr0.4
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Imaging

AAbdominopelvic
ultrasonography revealed
Splenomegaly, Liver had normal

size and echo , other findings
were not specific

ANormal bone survey in Xay

ACXR and CT scan both revealed
diffuse ground glass densities
A

bilaterally U=
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Bone Marrow Asolratluga
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Skin Biopsy

ASections show skin tissue infiltrated by Langerhans cells with
eosinophilic Cytoplasm,ovahuclel with Longitudinajjroove.Some
Inflammatory cells are present

AIHC study
ASL00: Positive
APan CK :Negative
A CD68 Postive
ACD1a Positive

ADiagnosis : Langerhansll histiocytosisof skinlesion
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Table 1. Diagnostic criteria for HLH used in the HLH-2004 trial”
The diagnosis of HLHT may be established:

A. Molecular diagnosis consistent with HLH: pathologic mutations of PRFT,
UNC13D, Munc18-2, Rab27a, STX11, SH2D1A, or BIRC4
or
B. Five of the 8 criteria listed below are fulfilled:
1. Fewver = 38.5°C
2. Splenomegaly
3. Cytopenias (affecting at least 2 of 2 lineages in the peripheral blood)
Hemoglobin =2 9 g/dL (in infants = 4 weeks: hemoglobin = 10 gfdL)
Platelets = 100 = 10%/mL
MNeutrophils < 1 > 10%/mL
4. Hypertriglyceridemia (fasting, = 265 mg/dL) and/or hypofibrinocgenemia
(=< 150 mg/dL)
5. Hemophagocytosis in bone marrow, spleen, lymph nodes, or liver
6. Low or absent MK-cell activity
7. Ferritin = 500 ng/mL$
8. Elevatad sCD25 (xe-chain of slL-2 receptor)s

N

*Adapted from Henter et al.”

Tin addition, in the case of familial HLH, no evidence of malignancy should be
apparent.

FAlthough the HLH-2004 protocol uses ferritin = 500 ng/mL, we generally view
ferrtin = 3000 ng/mL as conceming for HLH and ferrtin = 10 000 as highly
suspicious.®

EElevations above age-adjusted, laboratory-specific nomal levels {defined as
= 2 5D from the mean) appear more meaningful than the original designation of
= 2400 U/mL because of variations between laboratories.’
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Soutof 6 criteria 199H-score POINTS

FranceDebaugnieset al. Am JClinPathol2016145.:862-870
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