Cas clinique

347 ans.

Pas d’'antecédent.

Pas de traitement.

PR chez une tante.

Polyarthrite, rachialgies, Raynaud.

Et des lésions cutanés !









* Bilan standard normal.
* CRP <3.

* EDP normale.

* Urines normales.

* AAN 1/640, SSA 34.

* BGSA Chisholm 2.

* Capillaroscopie normale.
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Biopsies

* CDG68+
* CD1a et S100-




Diagnostic ?



Reticulohistiocytose
multicentrique



o Cutanoous nonLCM
XG tamdy. JXG, AXG, SRH BCH,
GEM. PNH
No-XG famiy. cutaneous RDD,
NXG, othyer NOS

o Cotanoous non-LCH
wh a :

« Famial Rosasr-Doriman Dsesse (RDD)
» Sporade RDD

Classcal RDD

Ex¥a-nocal ROD

A00 with neoplasa or mmune dsease

" A proporton of PIROCA mutaey paerts Yawe
momm




Table 2. Non-LCH of skin and mucosa (C group)

Non-LCH of skin and mucosa

Cutaneous non-LCH histiocytoses
XG family JXG
AXG
SRH
BCH
GEH
PNH
Non-XG family Cutaneous RDD
NXG
Cutaneous histiocytoses not otherwise specified
Cutaneous non-LCH histiocytoses with a major systemic component

XG famil XD
Non-XG family MRH

AXG, adult xanthogranuloma; BCH, benign cephalic histiocytosis; GEH,
generalized eruptive histiocytosis;, JXG, juvenile xanthogranuloma; MRH, multi-
centric reticulohistiocytosis; NXG, necrobiotic xanthogranuloma; PNH, progressive
nodular histiocytosis; RDD, Rosai-Dorfman disease; SRH, solitary reticulohistiocy-
toma; XD, xanthoma disseminatum; XG, xanthogranuloma.



1937

2-3F/1H

50-60 ans

Tableau cutané/articulaire
Autres manifestations
MAI associées

15-30% : paraneoplasique

100

80

60 -

40 -

Survival, %

20 -

2 3
Years after MRH diagnosis
14 1

10

10















Table 1
Clinical Features of multicentric reticulohistiocytosis.,

1. Constitutional  Fever, fatigue, and weight loss
2. Musculoskeletal Symmetrical polyarthritis, involvement of the distal interphalangeal joint, erosive arthritis, and arthritis

mutilans
3. Cutaneous Papulonodular lesions, photodistributed macular eruptions, and penungual telangiectasia
4. Lung Pleural effusion, pulmonary infiltrates, interstitial fibrosis, and hilar adenopathy
5. Heart Pericardial effusion and myocardits

6. Gastrointestinal Liver and spleen
7. Urogenital Cenital tract and kidney
8. Others Muscle, thyroid glands, salivary glands, lymph nodes, and eyes

Table 2
Differential diagnosis of MRH from rheumatology perspective.

1. Coexistent Rheumatoid arthritis, systemic lupus erythematosus, Sjogren's syndrome, dermatomyositis,

disease polymyositis, and systemic sclerosis
2. Arthritis Nodular osteoarthritis, rheumatoid arthritis, psoriatic arthritis, reactive arthritis, and gout
3. Cutaneous Dermatomyositis, sarcoidosis, lepromatous leprosy, granuloma annulare, and xanthoma
4. Others Fibroblastic rheumatism, Farber’s disease, histiocytosis X, Langerhans, and non-Langerhans cell

histiocytosis



Table 3
MRH and malignancy.

e Respiratory Nasopharyngeal, bronchial, and lung
e Gynecologic Ovarian, endometrial, and cervix
e Breast Scirrhous and invasive ductal carcinoma
e Gastrointestinal Stomach, colon, and liver
« Hematological Lymphoma, leukemia, and myelodysplastic syndrome
e Skin Melanoma
e Urogenital Renal, bladder, and penile
e Others Sarcoma, unknown origin, mesothelioma, and thyroid cancer
Table 4
MRH and associated conditions.
Connective tissue disease Others
e Rheumatoid arthritis e |gC paraproteinemia
e Systemic lupus erythematosus o Hyperlipidemia
e Sjogren’s syndrome e Pregnancy
e Systemic sclerosis e Primary biliary cirrhosis
e Dermatomyositis e Mycobacterial infections
o Polymyositis e Thyroid disorders

e Celiac disease
« Paget disease



Traitements

Table 5
Treatment experience with MRH.

Nonbiologicals

NSAID
Corticosteroid
Methotrexate
Antimalarial
Leflunomide
Sulfasalazine
Bisphosphonates
Azathioprine
Vincristine
Cyclophosphamide
Mycophenolate mofetil
Tacrolimus
Nitrogen mustard
Isoniazid
Minocycline
Denosumab

Biologicals

TNF inhibitors
e Adalimumab
o Etanercept
e Infliximab

e Golimumab
IL-6 inhibitor
e Tocilizumab
IL-1 inhibitor
e Anakinra

Observation
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Targetable driver mutations in
multicentric reticulohistiocytosis
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