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} RN, a 5 year old boy

1 Was referred here for further evaluation and
treatment of a recurrent scalp swelling.




TREATMENT OBTAINED ELSEWHERE

1 Child had a history of scalp swelling one year
before.

v H/O recurrent ear infection

He was seen elsewhere only by neurosurgeon
and was not evaluated by any investigations

1 EXxcision of the swelling in a private pediatric
hospital by neurosurgeon and biopsy (done In
In Dec 2009)proved LANGERHANS CELL
HISTIOCYTOSIS to be the diagnosis




} Biopsy report
1 CONSISTENT with LCH CD1a positivity




1 After few months developed a scalp swelling
In another site

1 The rpt CT scan head done on 1.2.2011
showed a recurrent lesion in the same site
and another soft tissue swelling in the left
posterior aspect of the parietal bone

v He was referred to us.




History

1 Except for scalp swelling

1 No h/o any polyuria, fever, skin rash and any
other swelling.

} h/o ear infections reported by physicians but
no h/o ear discharge




1 Scalp showed a left parietal swelling 3 X 2
cms

PR:90/minute
RR:24/minute
BP:80/60mmHg
Height:108 cms
Weight: 16.9kgs
Systems were normal

}
}
}
}
}
}




INVESTIGATIONS :

.
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Hemoglobin

Total counts
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RBC count
Platelets
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INVESTIGATIONS
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INVESTIGATIONS

1 An array of radiological investigations were
ordered LCH staging:

1 X ray of the skull

1 X ray of the chest AP
1 X ray pelvis and

1 X ray spine




1 Skull xray




Chest xray




1 X ray lumbosacral spine AP and Lateral views
1 No lytic or sclerotic lesion seen

1 IMP: normal study

1 X ray pelvis was also normal




CT chest




1 In view of chest xray finding evaluation done
to rule out TB

1 Mantoux done was negative.
} No contact history

1 GJ aspirate for AFB negative
1 TB Quantiferon test negative




1 Final diagnosis
1 LCH with pulmonary involvment

1 Group [l multi organ involvement with risk organ
involvement




MANAGEMENT :

.



HISTIOCYTE SOCIETY
LANGERHANS CELL HISTIOCYTOSIS PROTOCOL LCH Il

‘Risk’ Induction Arm A

Course 1 2
Week 1 2 3 4 5 6 7" 8* 9* 10* 11* 12r
Date

Vinblastine 6mg/m’ IV bolus Day 1 of each week | 1 () (3 T T T i i ™ T 1%

Prednisolone 40mg/m*/day in 3 divided doses, 3
weeks 1 to 4, tapering dose to zero during weeks 5
and 6

Prednisolone 40mg/m°/day in 3 divided doses Day
1-3 every week for 6 weeks commencing week 7*

Infants with body weight under 10kg:

:66 :hs 12mth gg:f o:dose ca;c :a:ed ;r BSA *If no active disease after week 6, go directly to continuation
mths <1zmths % of dose calculated from <
r
>12mths 100% of dose calculated from BSA therapy and omit course 2
> . i :
Baseline Evaluations: Supportive Care

 Omeprazole/Ranitidine whilst on Prednisolone
e Co-Trimoxazole 5mg/kg/day (Trimethoprim content) in two divided doses
M/W/F

e Laxative use with Vinblastine
Consider G-CSF if prolonged neutropenia

e FBC, EUC, ESR, LFTs, coagulation studies, iron studies, urine osmolality
Chest and Skeletal x-ray

BMA and trephine

HLA-typing

See protocol Section 4.3 for evaluations for specific indications

Modifications for toxicity: See protocol section 9.6

Laboratory Guidelines:

e Low blood counts may reflect disease activity rather than toxicity . 2

« Essential to discuss with primary physician before giving any dose if platelets Response evaluation: See protocol section 10.3.1
<100x10°/L or ANC <1.0x10°/L

LCH-III: Protocol date 11/09/2003 WCH flow sheet date 19/9/05 CPC review 29/9/05 Do not use after September 08

B T~ -



HISTIOCYTE SOCIETY
LANGERHANS CELL HISTIOCYTOSIS PROTOCOL LCH 11l

Continuation therapy — Arm A, Group 3 (multifocal bone disease and s

pecial sites)

Week 1 2 3 4 5

Cycle 1 SA:

Cycle 2 SA:

Cycle 3 SA:

Vinblastine 6mg/m?/day IV bolus T A A

Prednisolone 40mg/m?/day in 3 divided doses on
Day 1 to 5 every 3 weeks commencing at week 1
FBE + LFTs + U+E + creatinine T £

THERAPY CONTINUES UNTIL 6 MONTHS FROM START OF TREATMENT

Infants with body weight under 10kg:

<6mths 50% of dose calculated from BSA Supportive Care:
>6mths <12mths 75% of dose calculated from BSA *  Co-Trimoxazole 5mg/kg/d i ' i
>12mths 100% of dose calculated from BSA M/W/F. Continue ur?til g n?gn(tﬁrslrgfetg:oc%;;npl(zgr? r:)tfs ngatmz d:vided e
it * Consider laxative use with Vinblastine. &
s e e, ¢ Consider G-CSF if prolonged neutropenia

« Commence each 3 week course when ANC> 1.0 x 10%L and
platelets > 100 x 10°/L

Modifications for toxicity: See protocol section 9.6

LCH-III Protocol 11/09/2003 WCH Flow Sheet date 27/8/2007 CPC review 6/9/2007

Flow sheet review date September 2008




Post treatment pictures




+t 5DUH GLVRUGHU LQ ZKLFK OHVL
with features similar to the Langerhans cell of
the epidermis




