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A Case of Hemophagocytic Lymphohistiocytosis in a Patient
with Rheumatoid Arthritis

In Ah Choi, Eun Young Lee, Eun Bong Lee, and Yeong Wook Song

Department of Internal Medicine, Seoul National University College of Medicine, Seoul, Korea

Hemophagocytic lymphohistiocytosis (HLH) is a condition caused by excessive activation and expansion of T lymphocytes and
macrophagic histiocytes that exhibit hemophagocytic activity. It is a life-threatening condition, and the reported mortality rates
reach 20% to 30%. It is usually associated with infection, malignancy, or autoimmune disease, but rarely with rheumatoid arthritis
(RA). We recently experienced a case of HLH with rapid progression resulting in mortality in a 38-year-old female patient with
long-standing RA. She visited the clinic for evaluation of a common cold-like illness. She had hypotension, liver enzyme elevation,
and pancytopenia. After admission, her hypotension continued and disseminated intravascular coagulation and metabolic acidosis
developed and progressed with the appearance of azotemia. Despite supportive management, she died on the fifth hospital day.
HLH should be considered as a differential diagnosis when patients with RA show acute illness with fever, cytopenia, hepatic

failure, and coagulopathy. (Korean J Med 2014;86:372-376)
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3l3t) o]& W EEAHANO)E 7.5 mg qw, G4k, naproxen 500
mg bid 5§ Fof sTE57} 6871 T 5 57, SHEE

57} 6671 WA % 671% Z7VAAL BTN eryth-

Table 1. Laboratory test results before and during admission

rocyte sedimentation rate, ESR)7} 54 mm/hr2 AF53to] W&
Eao|s Arol WS g Rulels BEY ARE
9Jste] histamine-4 =84 AAIA PFAIF A sk,
el 25 ARE] 7)2e] Fule 2 TEY ok INJ-38518168
100 mg& 2710} 2g Folgick el 159 AxE Ag
T} Q15-Fo] WAL oFollA] 3UXE 77| RS2 acetem-
inophen, anhydrous caffeine, chlorphenamine, guaifenesin, tipe-
pidine, methylephedrine E3HA|E 28351 72 SAES
o Qo] A&He Todnt TE Syl FukEgic)

O

3
55 o= EASIY Al AR T oy 5o ARR
Ggich Tl Alaeh B Aol iR Je] 7H2(1,130mm)
2} o} ATl ZH|O|E ofu]lF 0] Q Ax(aspartate aminotransferase,
AST)Q} &b ofm| =2 o] Q 4A~(alanine aminotransferase, ALT)
7} 252/466 TUMLZ Z713t A7o] ¥haEe] BE oS
T 5 AHskleh @A Elae 120 gdlar Eav 3
A} AT A7 SaEo] hex) stk el Tl A
£3} A4 Slokt elolliz Bo 4ol itk

Thmet So] A flodth

Aslat: 2t Eete kA gtk

MMIAZE SEAYT= I 68/48 mmHg, WEF > 92/,

= 1 =24
5C, Ak 3hE 99%0]Slet. Q1%

¥

ol

5
T

535 2= 303)/min, A< 36

4AMA 2DA HDI HD2 HD3 HD4 HD5
WBC (x 10°/uL) 10.5 1,130 6.98 242 5.98 22 2.69
Hb (g/dL) 12.1 12.1 113 10.4 11.8 5.1 72
Platelets (x 10*/uL) 240 94 88 99 68 120
Seg (%) 72.8 80.5 97.1 90 93.1 86.5 84.4
Chol (mg/dL) 80 64 80 50 115
Albumin (mg/dL) 32 27 3 1.9 3.2
T. Bil. (mg/dL) 0.4 34 46 42 74 6.8 43
D. Bil. (mg/dL) 26 32 3.2
ALP (mg/dL) 86 508 492 375 468 268 284
AST (mg/dL) 2 252 1,203 1,933 2,695 2,925 5,170
ALT (mg/dL) 18 466 514 677 942 690 736
PT (%) 95 39 26 25 20 45
Cr (mg/dL) 0.6 1.66 1.0 2.01 1.60

4MA, 4 months before admission; 2DA, 2 days before admission; HD1, hospital day 1; WBC, white cell count; Hb, hemoglobin; Seg,
neutrophils; Chol, total cholesterol; T. Bil., total bilirubin; D. Bil., direct bilirubin; ALP, alkaline phosphatase; AST, aspartate amino-

transferase; ALT, alanine aminotransferase; PT, prothrombin time; Cr, creatinine.
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