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CLINICAL DIAGNOSIS: KICO Mutisystemic T/CH, CIO respiratory ]
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SUBOPTIMAL SCAN DUE TO PATIENT MOTION. CT SC F AN
R hDM[NlSTRhT'I(}N OF i‘NTRﬁVEN{JL!S JODINATED CONTR
NS SEEN STUDY REVEALS

EST WAS
AST WO

FINDINGS IN CHEST
Rilateral lung ficlds appeat normal.

Trachea and Major bronchi appear normal.
Mediastinal vesse bers appear normal.

s and cardiac cham
No mediastinal I«_.'mphadcnnpalhy seen.
No pericardial or pleural effusion seen.
Chest wall appear normal.
In the visualised sections of the ahdom
h}-puanrnuming areas along the portal tracts ? porta

correlation.
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| triaditis. Advise

[MPRESSION: No significant abnormality in chest.

Please correlate clinically

t\’yﬂ Dr. Shavani

Senior Resident
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Department of pathology
Grao 1 ie Medical Education and Research. tew Delhi - 1M1HFHEH1

G.B. Pant Institute of Post
-

Bippsy no: 11279022

Name: AYANSH KUMAR Sex: Maole
Referred By: DR NUFUR
Receipt Date: 24-12-2022

Specimen peceived:
T12700/22:Liver blopsy

Repart:
T12790/22: Liver biopsy

Section examined show ma
chranic lymphocytic inflammatii s
ballooning degeneration with mir Zona

dilated and inflitrated by histiot ¢ =5 with
masson Trichrome- No fibrosis
Orcein- No copper associated
AFB- negalive

On IHC histiocytes e

inta n.+d lobular architecture. SiX portal tracts identified show minimal
No interface activity. Hepatocytes show mild and focally
0 percent. Sinusoids are

| steatosis amount jess than 1
groove nutiel, few il defined granulomas are also seen.

poc itin

lIs are COit positive in ginusolds.

Impression:

T12790/22:Liver
Feature are suggestive for histl ¢ /be STOrOGE disorders.
Kindly evaluate for Gaucher's di# ASES.

Reported by:

s
Dr Puja Eakhujuférmsk}

Verified by;: Dr. AK
Date of Report: 09-01-2023
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6.3 Diagnostic Evaluation During Treatment and at Follow-up

The evaluation and the respeciive intervals and ime points during therapy can vary
depending on disease severity and treatment, and are therefore specified in the
Roadmaps of each therapeutic Stratum (see Appendix A-V).

The long-term follow-up evaluation scheme after end of systemic treatment |8
specified In Stratum VIl (Section 14). The evaluation scheme is based on the
assumplion that patients have non-active disease (NAD) at the time being included in
Stratum VI In the case of complainls, signs and/or symploms suggesting disease

m:-_mmu-mmmmhummuma

6.4 Definition of Organ Involvement
6.4.1 Risk organs
+he definition of risk organs in the LCH-IV protocol is different from that of the
previous study, since lung will no longer be considered a risk organ, The reason is
the frequent association of pulmonary involvement with involvement of other risk
organs, the low relative hazard ratio in a multivariate analysis, and last but not least,
the very difficult and subjective evaluation of disease activity and {herapy response in

this organ.
A patient is considered to have risk organ involvamant
lvement of the risk organs IS presented in

if at least one of the risk organs

is involved. The currant definition of invo

Table V.

Table V: Definition of Risk Organ Involvement
Hematopoietic T At least 2 of the following: T
g/L (<10 g/dl), infants <90

« anemia: hemoglobin <100

involvement:
(with or withoul bone g/L (<9.0 g/dl), not due lo olher causes e.g, iron
marrow involvement’) deficiency

<40 x10"0 (4,000/pL)

« leukocytopenia: leukocyles

x10" (100.000/pL)

e 1 « thrombocytopenia: piatelets <100
Spleen involvement: « enlargement >2 cm below costal margin in the

‘ midclavicular line™
Liver involvement: « enlargement >3 cm below costal margin in the
midclavicular line**

and/or
« dysfunction (l.e. hypoproteinemia <55 g/L,
hypoalbuminemia <25 giL. not due to other causes

andlor
,/—//L" histopathological findings of active disaase
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irst-Line Therapy
stamic therapy are siratified at diagnosis

g7 Stratification for the F
into two groups:

Patients with indication for sy

3 674 GROUP 1-Multisystem LCH
« Two Or more organs/systems involved, with or without involvement of “Risk

QOrgans” (e.g. hematopoietic system, iver,

e

or splean)

§7.2 GROUP 2 -Single-system LCH
. isolated “CNS-risk™ lesion
« multifocal bone lesions (MFB)
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Department of Nuclear Medicine and PET ﬂ?":
All India Institute of Medical Sciences, New Delhi, india. RS

Indication: Multisystem LCH, post Vinblastine (lasi-18.03.202%,, PET-CT Or i

slatus. D@wy\"’;’

Procedure: PET-CT acquisition was done 60 minutes after injection of 10mCNF-FDO by
intravenous route, from the level of otbits to mud-tlugh CT was done for «
correction and anatomical localization. -

PET-CT Findings:
Head and Neck Increased tracer uptake noted in bilateral palatine tonsils with few sub-

centimetric bilateral cervical lymph nodes - infective Visualized paranasal sinuses, shull
base, pharyny, larynx and thyroid do not show any abnormality on C1

Thorax: Few sub-centimetric bilateral axillary lymph nodes noted with preserved fatfy Rilum
Few paratracheal, prevascular, AP window, subcarinal und bilateral hilar lymph node
noted. some of them showing calcifications. with no significant fracer uptake - ke
infective. Physiological FDG uptake is seen in the myocardium  Lungs, large mirways, plew
heart, great vessels and other mediastinal structures appear normal on €1

Abdomen-Pelvis: Hepatomegaly noted (CC span ~11em) with mild FDG uptake al
dilated intra-hepatic bilinry radicles. Few sub-centimetric bilateral ingutnal lymph n
noted with preserved fatty hilum. Normal FDG distribution 1s noted i the hver, sy
kidneys, gastrointestinal tract and urinary bladder. Biliary ducts, spleen, kidneys. sto

adrenals, pancreas, retroperitoneum, bowel and urinary bladder appear normal on C
ascites is noted.

Musculo-Skeletal System: FDG avid lytic lesions with soft tissue component o
bilateral skull and facial bones. Opacification noted of right mastoid a
Physiological FDG distribution is seen rest of the visualized axial and appendicular s

« Metabolically active lytic lesions in bilateral skull and Tacial bones with
right mastoid involvement-residual disease.

« No previous PET-CT available for comparison.
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Department Of Pathology
All India Institute Of Medical Sciences

Delhl
Te +G1.11-285RRE00 2658700 Fan +51-11-26588500/28568700

Patient Name  Ayansh Kumari Acc No 2252872
FH Name Mukesh Yumar Hosp Reg No 106391318
AgeiSex 2 Y\vale UHID No e
Clinic/DeptUnt. Skin QPDUN 1 Consultant Incharge Dr NIA

Reg Date 13-12:2022 Reporting Date  22-12-2022

Histopathology Reporl

—

e e —————— ——

Report Findings:

Received two specimens

1)Skin biopsy of chest papule shows unremarkabla epidermis At one end there 18 proliferation of
langerhan cells abutting the apidarmis with few gosinophils

Papillary demis shows lcalised collection of langerhan cells histocytes

2) Skin mopsy of back shows similar features with 2XCEss of langerhan cells These calls are positive
for of CD1a. $100 and langenn

Overall features are sugpestive of {angerhan cell histooylosis

——— e —————————

Reporting Incharge: Ur Suihear Atava Reporting SR: Dr Priya Jayakumar
Verify By Or Priya Jayakumar
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Figure 8. Stratum |- Overall therapy plan for Group 1 (MS-LCH)

8.4.1.1 Group 1: Initial Treatment
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KALAWATI SARAN CHILDREN'S HOSPITAL, NEW DELHI
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