198

PUVODNI PRACE

Histiocytarni nekrotizujici lymfadenitida
/Kikuchiho-Fujimotova choroba (HNL/K-F)

a jeji diferencialni diagnostika: analyza 19 pripado
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SOUHRN

Histiocytérni nekrotizujici lymfadenitida / Kikuchiho-Fujimotova choroba (HNL/K-F) je rozpozndvéna se zvysujici se frekvenci ne-
jen ve vychodni Asii, ale i v zemich americkych kontinentd a v Evropé&. Presto je jeji diagnostika nesnadné a se zafazenim této
jednotky pretrvévaii obtize. V sestavé 19 nemocnych diagnostikovanych priméarné nebo konzultaéng na nasem pracovisti bylo 12
Zen a 7 muzd. Primérny vék pri diagnéze byl 28 let, median 25 let. U 18 nemocnych byla pfitomna kréni lymfadenopatie, z to-
ho jednou oboustrannd, u ostatnich jednostrannd. U jednoho nemocného 3lo o postizeni tFiselné lymfatické uzliny a u jednoho ne-
mocného s kréni lymfadenopatii bylo zéroven zjisténo postizeni uzlin v retroperitoneu. Velikost vysettenych lymfatickych uzlin ko-
lisala od 5 mm do 32 mm. V mikroskopickém obrazu jsme nejéast&ji pozorovali tzv. nekrotizujici typ (14x), u jednoho pripadu by-
la pFevaha xantomatézni tkérové reakce v okoli nekréz (xantomatézni typ) a u &ty¥ nemocnych bylo onemocnéni bez nekrotizace
(u dvou z nich s rdzné& intenzivni apoptézou proliferujicich lymfocytd) — proliferativni typ. Z 10 p¥ipadd druhého &teni byl nélez
primérné hodnocen jako B lymfom blize nezafazeny (1x), periferni T lymfom (1x), klasicky Hodgkinav lymfom smisené bunécnos-
ti (1x); diferencidlng diagnostické rozvaha mezi perifernim T lymfomem a HNL/K-F byla u 2 nemocnych; u jednoho p¥ipadu byla
stanovena diagnéza pravdépodobné EBV lymfadenitidy a u jednoho diagnéza HNL/K-F. U zbylych 3 nemocnych nebyly dostup-
né zadné specifické Gdaje. Autofi zdtraziuji zakladni morfologické rysy, které by mély vést k diagnéze choroby a mély by zabra-
nit dal3im vySet¥enim v rémci onkologického stagingu, pripadné i nasazeni chemoterapie. Mezi diagnostické znaky HNL/K-F pat-
¥ prevaha proliferujicich CD8 pozitivnich blastd s apoptotickym rozpadem, ¢asto jsou pritomny tzv. plazmacytoidni monocyty
a vyrazné byvé reakce makrofagt pozitivnich CD68/myeloperoxidéza. Morfologicky ani imunofenotypicky neprokazujeme neu-
trofilni leukocyty a minimélni je pritomnost plazmatickych bunék. V pFipadé nekrotizujiciho a xantomatézniho typu je z diferenci-
éIni diagnézy treba vylouéit také infekéni priciny lymfadenopatii. V pFipadé nutnosti odlisit HNL/K-F od lymfomu je mozné vysle-
dek opfit o vyetieni prestavby imunoreceptorového genu T bun&né populace pomoci PCR.
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Histiocytic necrotizing lymphadenitis / Kikuchi-Fujimoto disease (HNL/K-F)
and its differential diagnosis: analysis of 19 patients

SUMMARY

Histiocytic necrotizing lymphadenitis / Kikuchi-Fujimoto disease (HNL/K-F) is being recognized with an increasing frequency not
only in the East Asia but also on the American continents and in the Europe. Still the diagnostics of HNL/K-F is not easy and dif-
ficulties with its proper classification persist. In a group of 19 patients diagnosed primarily or as consults at our department there
were 12 woman and 7 men. An average age at diagnosis was 28 years, median 25 years. Cervical lymph nodes were involved
in 18 patients. Bilateral lymphadenopathy was present in one patient, the remaining 17 were unilateral. Inguinal lymph node was
affected in one patient. In one other patient there were enlarged retroperitoneal lymph nodes simultaneously with a cervical lymp-
hadenopathy. The size of the lymph nodes varied between 5 mm to 32 mm. The subclassification showed the necrotizing type in
14 patients, in one there was a predominant xanthomatous tissue reaction around the necrotic areas (xanthomatous type), and in
4 patients the disease was recognized as the proliferative type without necrosis (in two with a variously infense apoptosis of the
proliferating lymphocytes).

Of 10 consult cases the tumor was primarily evaluated as B cell lymphoma not otherwise specified (1x), peripheral T cell lympho-
ma (1x), classical Hodgkin lymphoma of mixed cellularity (1x); two patients were submitted with a differential diagnosis between
peripheral T cell lymphoma and HNL/K-F; in one diagnosis of probable EBV lymphadenitis and in one diagnosis HNL/K-F was
made. There were no data submitted in the remaining three cases. The authors stress diagnostic features which should lead to the
diagnosis of the disease and should prevent unnecessary oncological staging investigations and potential chemotherapy for a lymp-
homa. Among diagnostic features of HNL/K-F identification of the proliferating cells — CD8 activated lymphocytes with apoptotic
decay prevail, there are frequent plasmacytoid monocytes and a striking reaction of macrophages which are CD68/myeloperoxi-
dase positive. There are virtually no neutrophil granulocytes and there is @ miminal participation of plasma cells. In case of necro-
tizing and xanthomatous type infectious causes are to be ruled out as well. In case we still need to distinguish HNL/K-F from
a lymphoma PCR analysis of a rearrangement of the immunoreceptor gene in T cell population should be investigated.
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