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ILLNESS

27-YEAR OLD FEMALE IN ART
SCHOOL

PAST MEDICAL HISTORY OF ANXIETY
AND TEMPORAL LOBE EPILEPSY,
DIAGNOSED TWO WEEKS EARLIER
BY ELECTROENCEPHALOGRAM AND
STARTED ON LAMOTRIGINE.
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ILLNESS
ONE WEEK BEFORE PRESENTING TO
THE ED:
FLU LIKE SYMPTOMS,

HEADACHE SHE DESCRIBED AS
WORST OF HER LIFE,

NAUSEA & VOMITING,
PHOTOPHOBIA,
JOINT PAINS.
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ILLNESS

FEW DAYS BEFORE PRESENTING TO
THE ED:

DEVELOPED PERSISTENT FEVERS
UP TO 39.9 C,

MACULOPAPULAR RASH,
BEGAN ON HANDS AND SPREAD
RAPIDLY TO TRUNK
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ILLNESS

TRAVELLED TO JAPAN FEW
MONTHS EARLIER

NO KNOWN SICK CONTACTS
CHILDHOOD YACCINATIONS UP TO

DATE,
NO RECENT VACCINATIONS



NO KNOWN DRUG ALLERGIES

HOME MEDICATIONS: DULOXETINE
& LAMOTRIGINE

LLY. NO ILLICIT



PHYSICAL EXAM

VITALS: T 39.7 C, HR 100, BP 95/52, RR 24,
SPO2 92%

GEN: YOUNG, ANXIOUS DIAPHORETIC FEMALE
IN MILD DISTRESS FROM PAIN. ALERT AND
ORIENTED X3.

HENT: NECK STIFFNESS. ORAL MUCOSA
MOIST;
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PHYSICAL EXAM

MSK: LIMITED ROM BL WRISTS,
SHOULDERS, KNEES, AND ANKLES DUE TO
PAIN.

SKIN: ERYTHEMATOUS, CONFLUENT,
BLANCHABLE
DIFFUSE MACULOPAPULAR RASH






LABORATORY RESULTS

136 100 14 1p1
32 23 094

AST: 528; ALT:. 658

ALP: 954
RHEUMATOLOGIC

+ANA:; ANTI-DSDNA
&)\STING LIPID PROFILE:

CHoL: 116; LDL: 120, HDL.

18, TG: 292

GRANULOCYTES:
>90%
LYMPHOCYTES:
7. 7%
MONOCYTES:
<1%
BASOPHILS: 0%
EOSINOPHILS:
0.3%



IMAGING STUDIES

HEAD CT
NO ACUTE INTRACRANIAL
ABNORMALITIES




WORKING DIAGNOSIS

DRUG REACTION WITH EOSINOPHILIA

AND SYSTEMIC SYMPTOMS (DRESS)
SYNDROME

OFTEN OCCURS 2-6 WEEKS AFTER
INITIATION

ESTIMATED 10% MORTALITY



DRUG REACTION WITH
EOSINOPHILIA

ANBRYSTEMI G RYMEBEOMSN pruc

ASSOCIATED WITH DRESS.

TEMPORAL RELATION OF SYMPTOM ONSET WITH
LAMOTRIGINE SUPPORTED DIAGNOSIS OF DRESS.

LAMOTRIGINE WAS STOPPED ON ADMISSION
BROAD ANTIMICROBIALS STARTED



LUMBAR
PUNCTURE.

CLEAR.

GLUCOSE: 76,
PROTEIN: 290
WBC 520 [93%
PMNI

GRAM STAIN:

PMN, NO BACTERIA
HSV 1&2 DNA (-

MICROBIOLOGY.

PHARYNGEAL GROUP A

STREPTOCOCCUS (+)
RAPID INFLUENZA A &

B: ()
EBYV QUALITATIVE DNA
PCR (+)



CLINICAL

w



ALTERED MENTAL STATUS,
BILATERAL PULMONARY
EDEMA, WORSENING LIVER

FUNCOSASNRIRINESRYTPUT
PT: 22.0 PTT: 79.9

ELEVATED D DIMER
FIBRINOGEN: 162 (LOW)



CHALLENGING OUR WORKING

DIAGNOSIS
PATIENT HAS PANCYTOPENIA RATHER

THAN EOSINOPHILIA.

MINORITY OF PATIENTS WITH DRESS
CAN LACK EOSINOPHILIA



THE SUGGESTION OF A
w11 \ TERN




FERRITIN: 18,154
NG/ML




Nikolay Chernyshevsky










3 Fever = 38.5°C %

2. Splenomegaly

% Cytopenias (affecting at least 2 of 3 lineages in the peripheral blood) %
Hemoglobin < 9 g/dL (in infants < 4 weeks: hemoglobin < 10 g/dL)

Platelets < 100 x 103/mL
Neutrophils < 1 x 10%/mL
#* Hypertriglyceridemia (fasting, > 265 mg/dL) and/or hypofibrinogenemiavk
(< 150 mg/dL)
% Hemophagocytosis in bone marrow, spleen, lymph nodes, or liver %
6. Low or absent NK-cell activity
3 Ferritin > 500 ng/mL$ %
8. Elevated sCD25 (a-chain of slL-2 receptor)§



2008 STUDY OF 330 PATIENTS,
PEDIATRIC BLOOD CANCER

FERRITIN LEVEL OVER 10,000
NG/ML WAS 90% SENSITIVE AND
96% SPECIFIC FOR HLH.

ACTIVATED MACROPHAGES SECRETE
FERRITIN.



HLR o DRESS

Overlapping Features

Internal Organs involved

Internal Organs involved




HEMOPHAGOCYTIC

YMPHOHISTIOCYTOSIS
.2 CASES PER 1 MILLION

INDIVIDUALS PER YEAR

HYPER-PROLIFERATION OF TISSUE
MACROPHAGES CALLED HISTIOCYTES,
LEADING TO OVER ACTIVATION OF
PHAGOCYTOSIS, CYTOKINE STORM,
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ESTIMATED 70% OF HLH OCCURS IN
PEDIATRICS <1 YEAR OLD

HLH IN ADULTS IS MUCH LESS STUDIED.

SECONDARY (ACQUIRED) HLH CAN PRESENT AT
ANY AGE, TRIGGERED BY INFECTION OR
MALIGNANCY OR VACCINE.

REMARKABLY FATAL.
CASE SERIES. SIX MONTH SURVIVAL OF 54%
DESPITE THERAPY.



FERRITIN TESTING IS CRUCIAL TO
IDENTIFYING HLH, AS MOLECULAR TESTING
(SOLUBLE IL2 RECEPTOR, NK CELL
ACTIVITY)

IS ONLY DONE AT A FEW NATIONAL LABS AND
OFTEN TREATMENT CANNOT BE DELAYED
AWAITING THOSE RESULTS.



IDENTIFYING HLH MADE IT POSSIBLE TO
ACHIEVE A FORTUNATE OUTCOME IN THE
CASE OF THIS YOUNG PATIENT.

BoODY SURFACE DOSING IV
DEXAMETHASONE INITIATED WITH
GRADUAL COMPLETE RECOVERY AND
DISCHARGE HOME WITH HER FAMILY THE
DAY BEFORE CHRISTMAS EVE.



MY PATIENT. FOR TEACHING US.
DRS. RAMAN & ARCHANA SOOD
DR. ROBERT DOBBIN CHOW

THE TEACHING FACULTY OF
UNIVERSITY OF MARYLAND
MEDICAL CENTER MIDTOWN

-_aasRS"S.
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