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Klinické udaje a makropopis

* muz, 54 let
 nodularni léze levého Ustniho koutku 11 x 9 x 3 mm
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munofluorescence - lambda
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IHC - shrnuti

POZITIVNI NEGATIVNI
e CD79a v B lymfocytech a plazmatickych bb  CD56

e CD20 v jednotlivych B lymfocytech

 CD3, CD5 v primési T lymfocytU

 CD138 v plazmatickych bb

* |gG 1+ ve vétsiné plazmatickych bb
* 1gG4 3 + ve vetsSine plazmatickych bb a
slabéji v depozitach

e pomer lambda : kappa 15:1
* Ki675-10%
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Diagndza

Kozni AL — amyloidom

varianta primarniho kozniho lymfomu marginalni zony (PCMZL)
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Diskuze

 |lokalizovana x systémova amyloidéza (AA x AL amyloid)

e makularni x lichenoidni x nodularni

* 3 teorie:
* historicky sekundarni projev plazmocelularni dyskrazie/extrameduldrniho
plazmocytomu
* AL-amyloidom jako specificka manifestace Sjogrenova syndromu (SS)
e nove variantni forma PCMZL (primarni kozni lymfom bunék marginalni
zony)
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Diskuze — PCMZL

* typicky obraz:
* nodularni/difuzni dermalni
lymfoplazmocytarni infiltrat
e CD20 +, nondeskriptni fenotyp,
restrikce lehkych rfetézcu

* bez izotypového presmyku Ig

* s izotypovym presmykem Ig
- pritomnost T lymfocytu v
infiltratu, 1IgG4 ve 13 -35%
pripadl
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Diskuze — AL-amyloidom jako varianta PCMZL

lymfoplazmocytarni infiltrat = klonalni B-bunécna proliferace
* restrikce lehkych retézct (lambda x kappa)
* klonalni prestavba IgH genu

ysuicidal neoplasm® = cytotoxicky efekt na lymfoplazmocelularni infiltrat

pritomnost T lymfocytl na pozadi, IgG4+ = subtyp PCMZL s izotypovym presmykem Ig

mutace SPEN — recentné popsana u PCMZL

klinické chovani
 indolentni prabéh
* bez progrese do systémovée amyloidozy
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Diskuze — AL-amyloidom jako varianta PCMZL

e Sjogrenuv syndrom & 20% pacientu s PCMZL
e & " riziko rozvoje B lymfomu

* obdobné léze v plicich klasifikované jako extranodalni MALT lymfom -
analogie zarazeni koznich lézi

* AL-amyloidom jako morfologicka varianta spektra PCMZL

* pripady s typickou morfologii PCMZL v primarni lézi, rozvoj béhem sledovani
nebo pri recidive
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Diskuze - WHO

Haematolymphoid Tumours (5th ed.) Skin Tumours (5th ed.)
4. B-cell lymphoid proliferations and lymphomas 6. Chapter 6: Tumours of haematopoietic and lymphoid origin

Mature B-cell neoplasms Cutaneous B-cell lymphoproliferative disorders and neoplasms
Preneoplastic and neoplastic small lymphocytic proliferations Reactive B-cell-rich Iymphoid proliferations
Preneoplastic and neoplastic small lymphocytic proliferations: Introduction Primary cutaneous mature B-cell neoplasms
Monoclonal B-cell lymphocytosis Primary cutaneous marginal zone lymphoma

Chronic lymphocytic leukaemia / small lymphocytic lymphoma
Splenic B-cell lymphomas and feukaemias

Splenic B-cell lymphomas and leukaemias: Introduction

Hairy cell leukaemia

Splenic marginal zone lymphoma

Primary cutaneous follicle centre lymphoma
Primary cutaneous diffuse large B-cell lymphoma, leg type
Intravascular large B-cell lymphoma
Cutaneous involvement in primarily extracutaneous B-cell lymphomas and leukaemias

Splenic diffuse red pulp small B-cell lymphoma Mantle cell lymphoma
Splenic B-cell lymphoma/leukaemia with prominent nucleoli Burkitt lymphoma

Lymphoplasmacytic lymphoma Chronic lymphocytic leukaemia / small lymphocytic lymphoma
Lymphoplasmacytic lymphoma B-lymphoblastic leukaemia/lymphoma

Marginal zone lymphoma Lymphomatoid granulomatosis

Marginal zone lymphoma: Introduction

Extranodal marginal zone lymphoma of mucosa-associated lymphoid tissue
Primary cutaneous marginal zone lymphoma

Nodal marginal zone lymphoma
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Diskuze - WHO

Haematolymphoid Tumours (5th ed.)

ICD-0O coding
9699/3 Primary cutaneous marginal zone lymphoma

Skin Tumours (5th ed.)

ICD-0O coding

9699/3 Primary cutaneous marginal zone lymphoma

9699/3 Heavy chain class-switched subtype of primary cutaneous marginal zone lymphoma
9699/3 IgM-positive non—class-switched subtype of primary cutaneous marginal zone lymphoma
97691 Immunoglobulin light chain amyloidoma (AL amyloidoma)
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Dif Dg

* Primarni systémova AL amyloidoza:
* Systéemova lymfoproliferace s plazmocytarni diferenciaci

e LPL / Waldenstromova makroglobulinemie
« MZL

* Plazmocytom/myelom (cca 1/3 pacient()

e Systémova amyloiddza non-AL (napr. AA typ u dny)

e Sekundarni lokalizovana kozni amyloiddza — tumor asociovana
* Makularni amyloiddza kaze

* Lichen amyloidosus

e Koloidni milium







Bazaliom s depozity amyloidu




Makularni amyloidéza kiize
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Lichen amyloidosus
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Koloidni milium
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Follow up

 chirurgicka excize léze

* bez prukazu systémového hematologického ¢i autoimunitniho
onemocneni

 dalsi udaje nejsou k dispozici




