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Table 180.6 | Macrophage Activation Syndrome (MAS)

r )
LABORATORY FEATURES* Koodewlgglee  YULPTT o PT — e P
- 2 9 O3 r® d

1. Cytopenias o 4 f MAS )5 a5 pl ot Hles Ala
2. Abnormal liver function tests d e : 1l . .
3. Coagulopathy (hypofibrinogenemia) Qo9 e o l 2,18 892y (oma i (pESlang s
4. Decreased erythrocyte sedimentation rate . ; JL».A
5. Hypertriglyceridemia 0 O SR gRg P ‘/'
6. Hyponatremia 3,0y
7. Hypoalbuminemia TG = ESR L
8. Hyperferritinemia ’ T
9. Elevated sCD25 and sCD163 @byow dj)w v
CLINICAL FEATURES* \_ J/ Ls v
1. Nonremitting fever . . v
2. Hepatomegaly UWLUL"') o
3. Splenomegaly & )
4. Lymphadenopathy
5. Hemorrhagas
6. Central nervous system dysfunction (headache, seizures, lethargy,

coma, disorientation) - e N\
HISTOPATHOLOGIC FEATURES* < by
1. Macrophage hemophagocytosis in the bone marrow aspirate MAS > .. .
2. Increased CD163 staining of the bone marrow O3990 Jeie M -
PROPOSED CRITERIA FOR MAS IN SJIA' | SGHA -
* Serum ferritin >684 ng/mL and ..
* Any 2 of the following: u—‘)}wdjlsvw 9 J-yg)-«-u." S -

* Thrombocytopenia (€181 x 10°/L)

* Elevated liver enzymes (aspartate transaminase >48 U/L)

* Hypertriglyceridemia (=156 mg/dL) \_ )

L]

Hypofibrinogenemia (360 mg/dL)

*From Ravelli A, Grom A, Behrens E, Cron R: Macrophage activation syndrome as part
of systemic juvenile idiopathic arthritis: diagnosis, genetics, pathophysiology and
treatment, Genes Immun 13:289-298, 2012.

tFrom Ravelli A, Minoia F, Davi S, et al: 2016 Classification criteria for macrophage
activation syndrome complicating systemic juvenile idiopathic arthritis: a European
League Against Rheumatism/American College of Rheumatology/Paediatric
Rheumatology International Trials Organisation collaborative initiative, Arthritis
Rheumatol 68:566-576, 2016.
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