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Kikuchi-Fujimoto disease, or necrotizing histiocytic lymphadenitis, is one of the rare causes of benign lymphadeno-
pathy. The diagnosis is based on histological and immunohistochemical analysis of the lymph node biopsy. The article
presents four clinical cases of Kikuchi-Fujimoto disease. According to the results of the primary analysis of lymph node
tissue three patients were misdiagnosed with lymphoma. Due to the unusual for lymphoid malignancy course the pri-
mary material was reviewed. The diagnosis of Kikuchi-Fujimoto disease was put. In three patients the disease has a re-
current course. During the observation period, the course of the disease in all the presented patients is benign with normal
quality of life.
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BBepeHue

Bbonesns Kukyun—®Pymxumoto (BK®), mimm Hekpo-
TU3UPYIOIIUNA TUCTUOLUMTAPHBIA TUM@ageHUT, — OJHAa
W3 peOKUX MPUINH T00POKauYeCTBEHHOM TuMbaneHoIIa-
. BriepBhie 3a001eBaHue ObUI0 onrcaHo B 1972 1. Emm-
xune Oymxumoro u Macaxupo Kukyun [1, 2]. Yamie ctpa-
JIAfOT XKEHIIWHBI, MearaHa Bo3pacTa cocTasisieT 30 jeT
[3]. Panee cumTanock, 4To 3a60eBaHNe OOBIYHO BCTpeUa-
eTcd B CTpaHax a3MaTCKO-TUXOOKEaHCKOro pernoHa [4],
HO B KPYITHBIX MCCJICIOBAaHMSIX, IIPOBEICHHBIX B EBporie,
He BBISIBJICHO PAacOBO# WM TeorpaduyecKoii mpeapacIio-
JIOXXeHHOCTH [3].

EanHoro MHeHusl 0 maTtoreHese 3ab0JieBaHUS HET.
Oxono Tpetu nauueHToB ¢ BK® Moryr umeTts ayroum-
MYHHBIE 3a00JIeBaHMSI, Yallle — CHCTEMHYIO KPACHYIO BOJI-
YaHKY, YTO MO3BOJISIET IIPEINoJIaraTh OOLIUiA maToreHes |3,
5, 6]. B cbIBOpPOTKE KPOBM U TKaHU JTUM(PATUIECKOTO y371a
(JIY) nHorma BBISIBIISIIOT KOMIIOHEHTHI HEKOTOPBIX BUPY-
coB (Bupyc DmreitHa—bapp, BuUpyc repreca deiloBeka
8-T0 THIIA), OMHAKO STHOJIOTUYECKAsT POJIb STUX MHMEKIIHIA
B IreHe3e IT0Ka He JoKa3aHa.

IMpossnsgercas BK® o6b14HO 6e300/I€3HEHHBIM YBE-
JIMYEHUEM OAHOr0 U3 1eiHbIx JIY. Bo3aMoxHO nopaxkeHue
JIY u apyroii noKanuzauuu, pexe BCTpeyaeTcsl reHepan-
30BaHHag aumdaneHomnaTus [7, 8]. bomiblie mMoJoBUHBI
MMAIIeHTOB XATYIOTCS Ha JIMXOPAIKYy, aCTCHHIO 1 CHIDKE-
Hue Macchl Tela [3]. Pexxe ObIBalOT aTUITUYHEBIE TTPOSIBIIE-
HHS B BUIE aCENTUYSCKOTO MEHMHIHUTA, 9K3eMbl U 1aXe
remodaronTapHOTO cCMHIApoMa [3, 9—12].

bonesnp Kukyun—®PymxmMoTO TMAarHOCTHPYETCS
Ha OCHOBaHMU TMCTOJIOTHYECKOTO M1 MMMYHOTUCTOXMUMU-
yeckoro (MI'X) ananuzo omonrara JIY. OCHOBHBIC U3Me-
HEHUSI OOHApY:KMBAIOTCSI B IapaKOPTHKAJBHOI 30HE
U TIOJ KaIICYJI0i, CUHYCHI COXpPaHEHBI MM CIABJICHBHI,
a ImpoI1IecC He pacIIpoCTPaHsIeTCs Ha IIEPUHONATBHYIO KIIeT-
yaTKy. [McTOIOrMIecKM N3MEHEHHUSIM CBOMICTBEHHA CTa-
IUUHOCTb.

B reuennu BK® Boinernsior 3 (asbl (TMCTOIOTUIECKIX
BapMaHTa), KaXas 13 KOTOPBIX UMEET CBOM OCOOEHHOCTH.
IlepBas ¢aza — mponudeparuBHas. KieToyHblii cocTaB
MapaKOPTUKAIBHBIX IIPOJI(epaToB BKIFOYAET TUCTUOII-
THI, TIA3MOILIUTOUIHBIC TEHAPUTHBIE KJIETKU, TUMQOLIM-
ThI, THICTUOLIUTHI C CEPIIOBUIHBIMU SIIPaMu, O0JIOMKH SIAEP
M aronTo3HbIe Teblia. B rpoliecce pa3BuTus 3a00yieBaHUsI
B T-KJIeTOUHOI NMOIYJISILMY HAUMHAIOT pe3Ko MpeodiaaaTh
CDS8*-T-kneTKku.

I[IpoMexyrouHast ¢aza (HEKPOTUUESCKUI BapHUaHT)
BCTpeuyaeTcs yalle Bcero. B mpoMexxyrouHoii (pase HabI10-
JTAIOTCSI 09ary HeKpo3a B MapaKOPTUKAIBHOM 30HE, BhIpa-
KEHHBIM KapruoOpeKCUC U MHOWIBTPALIXSI MOHOHYKJIEAP-
HBIMU KJIETKaMU (TUCTHOIIUTAMMU, TUIA3MOIUTOMIHBIMU
MEHIPUTHBIMU KJICTKaMU, MaJTBIMU JTUMQPOIIUTAMHI Y M-

MyHOOIaCTaMM ) BOKPYT 30H HEKpO3a. DTH K€ KIIETKH BXO-
IISIT B COCTaB MH(WIBTpaTa, IMOABEPralolierocss HeKpo3y.
IpaHym0IITE OOBIYHO HE BHISIBIISTIOTCS, a TIa3MaTHIECKIE
KJIETKHA PEIKM WU OTCYTCTBYIOT. Cpenu TuMGOUIHBIX
KJIETOK TIpeoOmagaioT T-KiaeTku, mpenmyliectBeHHO CDS8™.
[lrasMonmTOMIHBIE IEHIPUTHBIE KICTKH KO3KCIIPECCH-
pytor CD123 u CD68, ructuouutsl — CD68 1 Muesore-
pokcunasy [13, 14]. BHe ouaroB HeKpo3a 4acTO BBISIBIISI-
eTCsI TUTIepIUIa3us TMM@POMIHON TKaHU (POJLTUKYISIPHOTO
THIIA.

B nmoznneit ¢paze BK® (daronurapHoit, iy KCaHTO-
MAaTO3HOI) OOHApPYKUBAIOTCS CKOIUICHUSI TMCTHUOIINTOB,
B TOM uncie TeHUCThIX [13]. [IporHo3 mpu pa3HbIX THCTO-
nornyeckux Bapuantax bBK® oguHakoBbiit [3].

[Ipu rucronorndeckoii auarHoctuke bBK®P Heobxo-
IUMO WMCKJIIOUUTH IPyTrue MPUYMHBI yBenmdeHus JIY.
B T1a6:1. 1 mpuBeneH muddbepeHIMATBHBII TUarHo3 JuMdbane-
Honatuu rpy BK® u mpyrux 3adonesanusx [6, 7, 14—18].

Tpynuee Bcero muddepeniponatb bBK® u cucrem-
HYIO KPaCHYIO BOJIYAHKY, IIPOTEKAIOMIYIO ¢ TUMpaneHo-
naTvei, Tak Kak Ipu o6oux 3a00JieBaHUSIX MOTYT OBITh
MMPU3HAKA HEKPOTU3UPYIOIIETO JUMGaaeHNUTa, TUCTHO-
uurtapHas u T-kiueTouHas nHbwisrpaus JIY [6, 19-21].
JInmdbaneHomaTusI Ipu CUCTEMHOM KpacHOM BOJYaHKE
accouMupoBaHa ¢ 0oJiee arpecCCUBHBIM TeYEeHUEM 00JIE3HU
[22]. OcnoxXHSIET IMAarHOCTUKY YacTOe pa3BUTHE CUCTEM-
HOW KpacHOU BOJTYaHKU A0, BO BpEMS WM TTOCJIE MTOSBIIE-
Hust BK®. B ¢Bs31 ¢ moxoxXuMu npusHakaMu guddepeH-
LIMAJIPHBIA THMArHo3 TpeOyeT ydyeTa He TOJBKO MaHHBIX
MNI'X- 1 TMCTOJIOTUYECKOTO UCCIeNOBaHMIA, HO U XaJjlo0,
a TaK3Ke pe3ysIbTaToB CepOoJIOTnYecKux TecToB [19, 21].

M3MeHeHus B KIMHUYECKOM U OMOXMMUYECKOM aHa-
JIM3ax KpOBM, KaK IPaBUJIO, HE3HAYUTEIbHB. MOTyT
OIIPENeIAThCS YMEPEHHAsI HEHTPOIIeHUS, TUMMOTIEHUS
U1 TPOMOOILIMTOIICHUSI, IIOBBIIIIEHNE aKTUBHOCTH JIAKTAT-
neruaporeHassl (JIII'), aHTuHyKIIeapHbIe aHTHATEIA U aH-
tutTena K aycnupaibHoil JIHK, moBeilieHue ckopocTu
OCeIaHUs SPUTPOILUTOB U YBEIUUYCHNE KOHIICHTPAIINHU
C-peaktuBHoro Oenka [3, 23, 24]. Crienudpudyecknx ajs
BK® u3meHeHmii B aHaim3e KpOBU K HACTOSIIEMY Bpe-
MEHHU He OITMCAHO.

Teuenue BK®, kak mpaBuiio, 10OpoOKavYeCTBEHHOE.
VY momaBisroniero OOJIBITMHCTBA MAIIMEHTOB B TEYCHUE
HECKOJIBKMX MeCSIIeB HACTyIlaeT CIIOHTAHHBINA perpecc,
onHako Yy 21 % GoJIbHBIX pa3BUBAIOTCS PeLUIUBHI [3, 15,
25]. o pe3ynbrataM KpyIHBIX UCCIEIOBaHUI 0OHapY-
KEHO, YTO CHIDKCHME MACCHI Tejla, apTpalrusi, 3K3eMa
1 BEISIBIICHUE aHTUHYKJICAPHBIX aHTUTE]I aCCOLIMMUPOBAHBI
C MOBBILIEHHBIM PUCKOM Pa3BUTHUS CUCTEMHOM KPACHOM
BosyaHku [3]. BK® y My>XunH 1 y manyeHToB ¢ auMdorie-
Huel MoxkeT nportekaTh Tspkeee [3]. [Ipu BK® ectb puck
BTOPUYHOIO reMoGaroiuTapHOro CHHIPOMa, KOTOPBIi
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Tadmuna 1. Juppepenyuanvran ouaznocmura 6onesnu Kuryuu—®Dyoxncumomo

Table 1. Differential diagnosis of Kikuchi—Fujimoto disease

3a0oJieBanue

CucreMHast
KpacHast
BOJIYaHKa
Systemic lupus
erythematosus

JlepmaTonaTu-
yeckast TuMd-
aJeHONaTHs
Dermatopathic
lymphadenopathy

HNudekus,
BbI3BaHHas
BUPYCOM
pocToro
repreca
Herpes simplex
virus infection

Ipanynemaros-
HO€ BOCITAJIEHUE
C HEKPO30M
Granulomatous
inflammation

with necrosis

OO011IMe rICTOIOTHYECKHe NPU3HAKU

* Ouarn HEKpO3a U TUCTUOLIMTAPpHBLIC
WHOUITBTPATH

* Sl mepHbIii IeTPUT/aIONTO3HbIE TeJIblla

» ®eHOMEH A330mapay — SIePHBIN 6a30-
(GUIBHBIN CYOCTpaT B CTEHKAX KPOBEHOCHBIX
cocynoB (o4eHb penko npu bK®, game
TPY CUCTEMHOI KPaCHO BOTYAHKE)

* BHe ouaroB HeKpo3a — (OJUTUKYJISIpHAs
TUTIEPIUIA3US

» Necrotic areas and histiocytic infiltrates

* Nuclear detritus/apoptotic bodies

» Azzopardi phenomenon — nuclear basophilic
substrate in blood vessels walls (very rare in KFD,
more common in systemic lupus erythematosus)

* Outside necrosis — follicular hyperplasia

* [UcTronMTapHBIE MH(OWIBTPATHI B ITAPAKOP-
TEKCE

» CKOIIJICHHS TUTa3MOLIMTOUIHBIX TEHIPUT-
HBbIX KJIETOK B ITapaKOPTEKCE

« Histiocytic infiltrates in the paracortex

* Clusters of plasmacytoid dendritic cells
in the paracortex

* XOpollI0 OYepUYEHHbIE OYaru rmopaxkKeHus
B MTapaKOPTUKAIbLHOI 30HE TUM(paTUIEeCKO-
O y3Jla MOTYT UMUTUpOBaTh BK®

* YacTo BBISIBJISIIOTCSI HEKPOTUYECKUI TETPUT
U TUCTUOLIUTAPHBIC I/IHd)I/IJ'[LTpaTLI

* Well-circumscribed lesions in the paracortical zone
of a lymph node may mimic KFD

* Necrotic detritus and histiocytic infiltrates
are often detected

HexkpoTtnueckue ogaru B TMMGpaTHIECKOM
y3J1e
Necrotic areas in the lymph node

Juddepenmanbabie NPU3HAKA

Cucremnas KpacCHas BOJTYAHKA:

. Bpra)KeHHaH TJIa3MOKJIETOYHAasA peaKIuvst

* BomuaHo4HbIE KJIETKU B KPOBU, CEPO3HOM XXUAKOCTU
(B TMCTOJIOTMYECKUX TIperapaTax He BUIHbI)

* I/IHOI‘,Z[a SMUTCITMONIHOKIIETOYHBIC I'PaHyJIEMbI NI U3BMEHE-
HUS, HATIOMUHAIOIIMWE TUIAa3MOKJIETOYHbBIM BapMaHT 00JIe3HU
Kactnemana

* BeisiBlIeHME aHTUHYKJIEAPHBIX AHTUTE U aHTUTEJT K ABYCITH -
pansHoit JIHK B chiBOpoTKe

» CucTeMHbBIE IIPOABJICHUA 00JIe3HI

Systemic lupus erythematosus:

* Pronounced plasma cell reaction

* Lupus cells in blood, serous fluid (not visible in histological
preparations)

* Occasionally, epithelioid cell granulomas or changes resembling
the plasma cell variant of Castleman disease

* Detection of antinuclear and anti-dsDNA antibodies in serum

* Systemic disease manifestations

JlepmaTonaTmyeckas JumdageHonaTus:
+ CkoruteHus kietok Jlanrepranca (CD1a/manrepun®)
* B T-xireTouHo momynsiiuu rnpeodaamnaror CD4*-kneTku
» CKomjieHUsI MeJIaHUHA
Dermatopathic lymphadenopathy:
* Clusters of Langerhans cells (CD1a/langerin®)
* CD4" cells predominate in the T-cell population
* Melanin accumulations
BK®:
* A nepHblil AETPUT
* [ucTroLUTEI C CEPIOBUIHBIMU sAApaMU
* [McTrOMTHI ¢ KO3Kcpeccueit MPO
KFD:
* Nuclear detritus
« Histiocytes with crescentic nuclei
« Histiocytes with MPO co-expression

Bupychblii tumdanenur:

* [IposiBeHunsT UTONMATUIECKUX (D (HEKTOB BUPYCOB (BUPYC-
HbIe BKIIoYeHUsT — Teqblia Cowdry Tuma A, MoJIMKapuOLUTHI)

* [Ipumech HENTPODUITHHBIX TPAHYIOLMUTOB (BEIpAXKEHHAS —
Ha paHHUX CTagusIX 00JE3HM)

* I3bs13BJI€HUS HA KOXE U CIM3UCTBIX 000JI0YKaX BOJIU3U
YBEIMUEHHBIX TUM(baTUIECKUX Y3I0B

Viral lymphadenitis:

« Cytopathic effects of viruses (viral inclusions — Cowdry bodies type A,
polykaryocytes)

* Addition of neutrophilic granulocytes (pronounced in the early stages
of the disease)

* Ulceration on the skin and mucous membranes near enlarged lymph
nodes

TyGepKyiie3, aTUNHYHBI MUKOOAKTEPHO3, CH(UINC, MUKO3bI:

* Hekpo3bl 00bIYHO HE OrpaHUYEHbBI MApaKOPTUKAIbHON
30HOI JIMM(DATUYECKOTO y31a

* DNUTETUOUHbIE, TUTAHTCKUE KJIETKU U (pOpMUpPOBaHUE
TpaHyJIeM

* U30bITOK HEUTPOGUIIOB U MJIA3MaTUYECKUX KIETOK (KpoMe
TyOepKyJie3a U MUKOOAKTEPUO30B)

* BoisiBiieHre BO30YAUTENS C TOMOUIBIO CIIELIMaTbHOTO
OKpaIlMBaHUA

Tuberculosis, atypical mycobacteriosis, syphilis, mycoses:

* Necrosis is not usually limited to the paracortical area of the lymph node

« Epithelioid, giant cells and granuloma formation

* Excess of neutrophils and plasma cells (except for tuberculosis
and mycobacteriosis)

* Pathogen identification by special stains
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3a6oaeBanue OG0mue rucTOI0rHYecKre NPU3HAKA
bone3ns HCKpOTI/I‘{CCKl/IC oyaru B J'II/IM(baTI/I‘-ICCKOM
KaBacaku y3Jie

Kawasaki disease ~ Necrotic areas in the lymph node

IMpomudeparnBHas daza BKD moxeT nmeTh

o61me yeptsl ¢ JABKKIIL:

» CKOIUIEHUS TUCTUOLIUTOB U MJIa3MOLIUTOUI -
HBIX JEHIPUTHBIX KJIETOK MOTYT OBITh
OIIMOOYHO ITPUHSITHI 32 CKOTUIEHUS
KPYITHBIX B-KiieTok

* B penxux ciayvasx mpu JIBKKJI onpenensi-
€TCA BBIpa)KeHHbeI aIlonTo3, HarmoMMUHa-
fomuii BK®

Proliferative phase of KFD may have same features

with DLBCL:

« Clusters of histiocytes and plasmacytoid dendritic
cells may be mistaken for clusters of large B-cells

* Rarely, DLBCL shows marked apoptosis
resembling KFD

JBKKIJI
DLBCL

IIpomudepaTrBHas U paHHSS HEKPOTHYECKAsT
daser BK® mmoxoxwu Ha [ITKJI-H: T-knerou-
HbII KOMITOHEHT uH®mIbTpara (T-uMMyHO-
GutacThl ¥ 6osbIoe koanyectso CD8*-kie-
TOK) MOXKET OBITh OIIIMOOYHO IPUHST

3a cyocTpaT T-KJIeTOUYHOM OnmyXoau
Proliferative and early necrotic phases of KFD

are similar to PTCL-U: the T-cell component

of infiltrate (T-immunoblasts and a large number
of CD8" cells) may be mistaken for the substrate
of a T-cell tumor

[TKJI-H
PTCL-U

IIpodonyxcenue maoba. 1

Continuation of table 1

Jnddepennuanbapie IpU3HAKA

Bone3ns KaBacaku:

» Pa3zBuBaeTcs vale y aerei 1o S aeT

* ,Z[I/IaI‘HO3 YCTaHaBJIMBA€TCA HAa OCHOBaAaHUU KJIMHUYECKOMN
KapTUHBI (JII0OBIE 5 13 6 IPU3HAKOB, KOTOPHIE HE SIBJISIOTCS
npu3HaKaMU APYTUx O0e3He: Juxopanaka 5 1Hel u ooJee,
TIOJTHOKPOBUE KOHBIOHKTUBBI, TOPAXEHUS CIIU3UCTOMN
000JI0YKH MOJOCTU PTa, OPAXEHUST KOXHM AUCTATbHBIX
OT/ZIEJIOB KOHEYHOCTEM, 9K3aHTEMA, HETHOMHBIA
JuMbaITeHNT)

» XapakTepHbl reorpadpudeckue HeKpo3bl, GUOPUHOBBIE TPOM-
ObI B MEJIKMX KPOBEHOCHBIX COCYIaX

* [Ipumech HENTPODUITBHBIX TPAHYIOLMTOB B TKAHU MOPAXKEH-
HOTro JII/IM(I)aTI/I‘ICCKOI"O y3jaa

Kawasaki disease:

* More frequently in children under 5 years of age

* Diagnosis is based on the clinical picture (any 5 of 6 signs
that are not manifestations of other diseases: fever for 5 days
or more, conjunctival plethora, lesions of the oral mucosa,
skin lesions of the distal extremities, exanthema, non-purulent
lymphadenitis)

» Geographic necrosis, fibrin clots in small blood vessels

» Addition of neutrophilic granulocytes in the tissue of the affected
lymph node

JBKKJI:

Onyxob 9KCIpeccupyeT B-KaeTouHbIe aHTUTEHbI, €CTh
KIJIOHAJIBHBIC PEAPAHXKUPOBKY F€HOB TSIKEJIBIX LIETIEH UMMYHO-
IJI0OYJIMHOB

DLBCL:

The tumor expresses B-cell antigens, there are clonal rearrangements
of immunoglobulin heavy chain genes

BK®:

Inctronutel skcnpeccupyor CD68 1 CD123 1 He MMEIOT
B-k1eTOUHBIX aHTUTEHOB

KFD:

Histiocytes express CD68 and CD123 and lack B-cell antigens
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IITKJI-H:

» Onyxoub varie akcnpeccupyer CD4

* rI/ICTI/IOL[I/ITI)I HE COAECpKaT MHUEIOIIEPOKCHU A3y

» KnoHanbHbIE mepecTpoiiky reHOB T-KJIeTOYHOTO
pelienTopa

PTCL-U:

» Tumor more often expresses CD4

* Histiocytes do not contain myeloperoxidase

* Clonal rearrangements of T-cell receptor genes

BK®:

* CKOITJICHUSI TUCTUOLIMTOB C CEPIIOBUIHBIMMU SITPAMU,
TUIa3MOLMTOMIHBIX JEHIPUTHBIX KIETOK

* HopmanbHblit dheHotun T-KkiieTok

* [ensl T-KI€TOYHOTO pelienTopa NOJUKIOHATbHBI

* COXpaHHCTCH 30HAJIbHOCTDb pacIpeaciCHUsA T-xierok
(CD4*-kireTku TipeobaanaioT B mapakoprekce, CD8*-kiet-
KM — I10 niepudepru HeKpo3a)

KFD:

« Clusters of histiocytes with crescent nuclei, plasmacytoid
dendritic cells

* Normal T-cells phenotype

 T-cells receptor genes are polyclonal

« Zonal distribution of T-cells (CD4" cells predominate
in the paracortex, CD8" cells — in necrosis periphery)
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3a6oaeBanue OG0mue rucTOI0rHYecKre NPU3HAKA
Krnaccuueckas
JuMmboma
[Tons HEeKpo3a B mapakopTeKce
XomKK1UHA

e Necrotic fields in the paracortex

lymphoma

OcTpblii
MUEJIOMTHBII [Tons onmyxoneBbIX KIETOK, 0COOEHHO
JIEKO3/MHETI0- MOHOLIUTOB, MOTYT UMUTUPOBATh PAHHIOIO

dazy KD
Fields of tumor cells, especially monocytes, can
mimic the early phase of KFD

naHasda capkomMa
Acute myeloid
leukemia/myeloid
sarcoma

Okonuanue maon. 1
End of table 1

Jnddepennuanbapie IpU3HAKA

Knaccnueckas mmvdoma XomKKIHA:

* [IpumMecsk (yacTo 3HaYMTEIbHAsT) HEUTPODUIOB, 203UHODPU-
JIOB Y/ WJIM TJIa3MOIIUTOB

* HpI/I HaJIMYMUU HEKPO3a KJIETKU XOJDKKI/IHa u Bepe3OBCKOrO—
Pun—IlItepaGepra KOHIIEHTPUPYIOTCS BOKPYT Hero. OHK1
umeroT peHotur: CD45/LCA-, CD30*, CD15*, CD20-,
Pax-5dim

Classical Hodgkin lymphoma:

» Addition (often significant) of neutrophils, eosinophils
and/or plasma cells

* In the presence of necrosis, Hodgkin and Berezovsky—Reed—
Sternberg cells concentrate around it. They have a phenotype:
CD45/LCA-, CD30*, CD15%, CD20-, Pax-5dim

OcTpblii MMETOMIHDIH JIEAK03 /MUEIONIHAS CAPKOMA:

* B onyxosneBbIx KIeTKax HE3PeJIbli SIIepHbIA XpOMaTUH

* UMMyHOGhEHOTHIT IpaHyIOLMTaAPHbBINA UM MOHOLIMTAPHBIA:
CD13*, CD33*%, CD34*, CD117*, HLA-DR*, CD123~
(akcnpeccust CD68 He uMeeT 3HaYeHUs B AU GepeHIIaTb-
HOM JIMarHo3e)

* OnyxoJIeBbI€ KJIIETKU PACIIOI0XKEHBI OOBIYHO IJIOTHBIMU
CKOILUICHUAMU

* BoIbIIIMHCTBO MALMEHTOB C OCTPHIM MUEJIOMIHBIM JIEIKO30M
cTapiiie 1 UMEIOT CUCTEMHBIE TIPOSIBJICHUSI 3a00JIeBaHUS

* bracTo3 kocTHOro Mo3ra u KpOBU

» OCTphIii MUETIOMIHBIN JIeIK03 B aHAMHe3¢e

Acute myeloid leukemia /myeloid sarcoma:

* Immature nuclear chromatin in tumor cells

* Immunophenotype granulocytic or monocytic: CD13*, CD33*,
CD34*, CD117*, HLA-DR*, CD123- (CD68 expression is not
important in the differential diagnosis)

» Tumor cells are usually located in dense clusters

» Most patients with acute myeloid leukemia are older and have
systemic manifestations of the disease

* Blast cells in bone marrow and blood

« History of acute myeloid leukemia

Ilpumenanue. 5K® — 6oae3uv Kukyuu—Dyoxcumomo; JIBKKII — dughghysnas kpynnoxnemounas B-kaemounas aumgpoma;

IITKJ/I-H — nepugepuneckas T-kaemounas aumgpoma HecneyuduyuposanHast.
Note. KFD — Kikuchi—Fujimoto disease; DLBCL — diffuse large B-cell lymphoma; PTCL-U — peripheral T-cell lymphoma unspecified.

MPOSIBIISIETCS BBIpAXKEHHOM runepdeppuTHHEMUEH, YCTOM-
YUBOM JIMXOPAIKOI U pa3BUTUEM (DaTabHOM IMOJTMOpraH-
HOM1 HemocTtatoyHoCTH |3, 26]. YacTroTta remodaronurap-
HOro CMHApOMa He mpeBbiinaeT 3 %. B 1ie1oM CLIOHTaHHbII
perpecc BK® y 6oabmHCTBa 00JBHBIX O3BOJISIET Olle-
HUTH MPOTHO3 KaK OJIaTONPUSITHLIN [3].

Bonee monoBuHbBI nanyeHToB MepeHocaT BK® 6e3
nedenus [3, 25]. TIpu TSKENBbIX CUMITTOMAaX OOBIYHO 3(-
(eKTUBHBI KOPOTKUE KypChI TIpeIHN30I0HA B 103¢ 0,5—
1 mr/KT. Pexxe UCTIoNb3yI0T BHYTPUBEHHBI UIMMYHOTJIO-
OyJIMH, HECTEPOMIHBIC IIPOTUBOBOCIIAINTEIbHBIC CPEICTBA,
TUAPOKCUXUHONMH [3, 25, 27].

IIpencraBnsgem onucanue 4 manueHToK ¢ BKO.

Kimunnyeckoe naosmoaenue 1

Ilayuenmra /1., 29 rem, 6 sneape 2011 e. cmana omme-
Yamo NPUCMYNbL 201080KPYICEHUS U OUCKOMGPOpM 8 1e60il
noaosune weu. Yepes 3 mec obHapyscunoce yniomuenue

Ha wiee, HAOAI0ANOCH CHUJICEHUE MACCbL MeAd, NPUCOeOUHU -
AUCH cAabocmb, NPOQY3HbLIL HOUHOU NOM U edceOHe8Hble No-
ebluteHus memnepamypol meaa do 40 °C nezasucumo om epe-
meHu cymok. Ilayuenmie Obira evinosnena ouoncus J1y.
Hedomoeanue npodoaxcanroce 6 meuerue 10 ned, nociae ueeo
CUMRIMOMbl CHOHMAHHO Pecpeccuposant.

IIpu o6cnedosanuu omkaoHeHUIl 8 KAUHUYECKOM AHAAU-
3e Kpogu, anmumen K @Upycy UMmyHoOeuyuma venosexa
(BHHY), ecenamumos B u C, danHbix 0 Haruuuu mybepkyresa
He obnapyaicero. Tlpu ynbmpaszeykogom uccaedo8anuu 8visi6-
JIeHO U30AUPOBAHHOe Y8eaudeHue 1egblx uleiinblx J1Y do 3 cm,
JIY o6anvHoii popmbt, ¢ poGHBIMU KOHMYPAMU U HU3KOLL 9X0-
eennocmu. Ilo pesynomamam penmeenoepagpuu epyouoii
KAemKU U YIbMpazeyKo6020 Uccaed08aHusl 0peanos OprouHoll
noaocmu 00HAPYICEHA Henanbnupyemas 2enamome2anus.
Jumpadenonamuu He 8vis61eHO.

IIpu nepsuunom eucmonozuueckom uccaedosarnuu J1Y 6oi-
4a 3anodo3pena aumgpoma. OOHAKO CUMPIMOMbL UHMOKCUKALUU
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OblLAU He MUNUYHYL 045 AUMGDOMbL, AUMPadeHOnamus He Ha-
pacmana, nodsmomy nayuerHmye ObLaU 8blNOAHEHbl NOBMOPHAS
ouoncus u nepecMomp paree NOAYHeHH020 UCMOA02UHECKO-
20 Mamepuana.

Pezynsmameur noemoproeo ananu3za:  J1Y eviaenero pac-
wupeHue NapaKopMUKAAbHOU 30HbL C 04a2aMU UHDUABMPaAYUL,
COCMOAWUMU U3 KPYNHbIX KAEMOK ¢ PA36UMOL 203UHOPDUNb-
HOU YUMOoNAazmMoll, CGemabiMU KpyeabimMu uau 606068UOHbIMU
a0pamu ¢ 00HUM uau 08yms sopolukamu. Ommeuenst Kremxku
C Y3KUMU, U302HYMbIMU 6 8Ude NOAYAYHUIL Adpamu. B yenm-
Pax MHO2UX UHDUALMPAMOE BUOHbI 30Hbl HEKPO3d, 3aN0AHEeH-
Hble 0010MKaMU KaemoyHbix sdep ((heHomen Kapuopekcuca,).
B aumgpoudnoii mxanu coxpanuauce eQUHUYHbIE BMOPULHDbLE
POoAAUKYAbL C YeHMPaAMU PAZMHONCEHUS PeAKMUBHOR0 8UOA.
Cpedu meakux aumgoyumos paccestsvl AaKMUBUPOBAHHbIE
aumgoyumsl u naazmoyumel. Bempeuaromes ouazogbie ckon-
AeHUsl KAemoK cpedHe20 pasmepa ¢ 03UHOPUAbHOU YUmo-
nAazMoll U 3KCUEHMPUUHO PACHOAONCEHHBIMU KPY2AbiMU
A0PAMU CO C2AANCEHHBIM XPOMAMUHOM, YO COOMBENICMEBY -
em @HeuwHemy 8Udy NAA3MOUUMOUOHBIX OeHOpUMUHEeCKUX
kaemok. Ilpu UTX-anaruze 6 aumgoudnom cocmage npe-
oonadarom CD3*CDS5*-T-aumepoyumot; CD20"-kaemiu ghop-
MUPYIOm CIMPYKMYpPbl, COOMBemMcmayrouue pe3udyanbHbim
gonruxynram. B nposugpepamax 6 knemrax ¢ nookogoodpas-
HbIMU A0pamu onpedensiemcst IKCnpeccus Mueaonepokcuiassl
u CD68. Ilo nepugpepuu aexcam ckonnerus CD123*-knemok
¢ kpyeavimu adpamu. Ha ocnoeanuu eucmonoeuueckoeo ana-
auza JIY ouaenocmupoean debrom BKD.

U3 anamuesa uzeecmno, umo c 19 arem 6oavHas om-
Meuana anuzoduueckKoe HeMomuguUpo8arnHoe 6e3001e3HeH-
Hoe nocaabnenue cmyna. Ha kauecmee scusnu amo ne
ompanicanocsb, NO3MoOMy nayueHmrka He 06c1edo08andacs.
Hauoboaee seposmno, y 604bHOU npucymcmeyem gepmer-
monamusi, NOCK0AbKY y 08yX ee Oemeil 0uazHocmuposana
Aakmasnas HedocmamouHocms. B ocmanvhom anamues
He omsa2oujeH.

B meuenue 10 1em 2 paza é 200 Habaodaemcst noxoxcas
cumnmomamuxa. Cnavana 6 meuenue 2—3 ned noseasitomcs
npoghysrole HouHble nomol U duapes do 5—6 paz é cymku.
llanee 6 meuenue 1—2 ned noswviuiaemes memnepamypa me-
Aa 00 cyoghebpurbHbIX 3HAYeHUTl, NOA8ATIOMCA 001b U OMeK
weu, 8bIpadCceHHds acmeHusi, NOMOM NPUCOeOUHAemCs yEe-
Auderue weiinvix J1Y. Jlumpadenonamus coxpansemces é me-
yenue 2—3 Hed. Cmenens acmeHuu He no3604sem 6blNOAHIMb
nogcednesHble npogheccUOHANbHbBIE 00SI3AHHOCIU MeO0CeCmpbl.
B meuenue nedeau cocmosiHue 00bIMHO HOPMAAUZYEMCA.

IlompebrHocmo 6 mepanuu 3a8ucum om cmeneHu oouyeil
cnabocmu. Ilpu neekoii acmenuu nayuenmka npuHUMaem
HecmepoudHble NPOMUBOBOCNANUMENbHbIE CPEOCMEA; NpU M-
JHcenom meveHuu — npeoHu30n0H 6 dose 0,5 me/ke c bbicmpbim
N0A0AHCUMENbHBIM I PeKmom 6 ude yMeHblueHUs crabocmu
U paspeuienus: Opy2ux cCUMnIMOMOS.

B 2020 c. y nauuenmku nacmynuaa 3-s bepemeHHOCMb,
Ha ¢one komopoii 3ab601egarue He nposeasiocy. bepemen-
Hocmb u podsl npomekanu 6e3 ocobennocmeil. Ilocae podos
peyuduesl 3a601e6aHUSI 8HOBb B0300HOBUAUCH C NPedCHell
UHMEHCUBHOCIBIO.

Kimmnnuyeckoe Ha0monenue 2

Ilayuenmra K. ocenvio 2006 2. 6 6o3pacme 18 nem om-
Memuaa ynaomuerue u 604b npu 08UNCeHUU 8 NPasoil noo-
MblueyHoil 6nadure, yeeauteHue npagvlx nepedueuietinoix J1Y.
Yepes 3 cym nossuaucy excednesnas auxopadxa do 40 °C
6 pasHoe epems OHs u 60au 6 copae npu enomaruu. Omopuro-
AapuHeonoe ouazHocmuposan gpapureum. Ilo pezyssmamam
VAbMPA38YK08020 UCCAEA08AHUS OblAU BbIABACHBL AKCUANAD-
note J1Y cnpasa do 37 mm u cneéa 0o 21 mm.

ugbghepenyuanvroiii duazrno3 npogoouncs ¢ UHpeKyuoH-
HbIM BPOUeccom U Koanazenosom. Hckaouenvl mansapus, uep-
CUHU03, Oupmepust, 2eAbMUHMO3, 0CMPAsi UHDeKUs BUPYCOM
Dnwmeiina—bapp, mug, napamug, eemoppazuueckas au-
xopadka, BUY-ungpexyus, cugpuauc, eenamumsot B u C, 6py-
yennes, epunn u napaepunn. Iloemopnsie anaiuzel Kposu
Ha cmepuabHocmy O6e3 pocma 6axmepuii. Ilpuznakos cycmag-
HO20 CUHOPOMA, NOAUCEPO3UMA He OmMedeH0. AHMUMUMOXOH-
dpuanbHble, GHMUAUAOUHOBblE, AHMUHYKAEAPHble AHMUMeNa
He 00Hapyxcenvl. Taxum obpazom, OaHHbIX 06 UHDEKUUOHHOM
U QYMOUMMYHHOM npoyecce He NOAYHEHO.

[layuenmxa smnupuuecku NPUHUMAAA YUNPODAOKCAUUH,
aMOKCUKAA8, UepmpuakcoH, CmpenmomMuyuH, pubagupun —
oe3 aghgpexma. Ha ghone anmubaxmepuanvHoli mepanuu no-
ABUAUCH eUnepeMus AUYa, a makdice Cbinb, APKO-po308as
C YUAHOMUYHBIM OMMEHKOM Ha nae4ax u bedpax, KpynHo-
nsmHUcmas, ¢ meHdenyueil K causHur. Jk3anmema Ovina
pacueHena KaK nposenenue MmoKcuKooepmuL, Ho3momy nayu-
eHmKa noayyana npednuszonon 90 me/cym 6 meuenue 7 OHell.
B meuenue nepavix cymok memnepamypa Hopmaiu308aidacs,
a yepe3 3 cym paspewiunacs coins. Yepes 2 cym nocae 3aeep-
WeHus mepanuu npeoHU3010HOM 80300HOBUNACH YIMPEHHSIS
U eeuepHss heOPUNbHAS AUXOPAJKA, KOMOopasi nPoooA#calacs
8 cym ¢ nocaedyroueil Hopmanuzayueii memnepamypul meia.
1lo dpyeum opeanam u cucmemam npu KAUHUKO-UHCIPYMEH-
manbHoM 006caedoganuy 6e3 OMKAOHEeHULL.

B buoxumuueckom anaauze Kposu 8bis6aeH YUmMoAUmu-
YecKuil CUHOPOM: NOGblUuleHIe AKMUBHOCIU ACNAPDMAmamu -
nompancgepaszol (ACT) u ananunamunomparcgepazol (AJIT)
00 53 u 43 ME/a coomeemcmeenno (Hopma do 40 ME/n),
JUIT — 0o 399 ME/a (nopma do 238 ME/n). B kaunuueckom
amanuse Kpogu — yMepeHHas OUYUMONeHUs: HellmpPOoneHusl
do 1,13 meic/mkn u anemus do 97 2/ be3 npu3Hakos Kposo-
meuenus u eemoruza. B meuenue 3 ned axmuenocmo JIIT
obiaa nogvtuientoil, axkmusrocmo ACT u AJIT nopmanuzosea-
aacwe. Tucmonoeuueckoe uccredosanue mpenanobuonmama
KOCMHO020 M032a NOKA3AN0 Hecneyuguyeckue U3MeHeHUs..

[llayuenmke 6Gvina 6vinoanena 6uoncus aKCUAISAPHORO
J1Y. Pesyavmamut UI'X- u eucmonocuueckoco aHaiu3oe:
8 Kope onpeensiiomcst HeMHO20MUCAeHHble MeaKUe (ONNUKY b,
Hapyachble omdenst pacuiupenHoeo napakopmerca c@opmu-
POBAHBL MAABIMU AUMPOYUMAMU C NPUMECHIO OMOEAbHBIX
KPYNHbIX KAeMOK aKmueupoeanHoeo suda. B enybokux crosax
PACRON0ICEHDl 04A208ble HeHemKO OHepHeHHble CKONAeHUS
YMepeHHO KPYNHbIX KAeMOK CO CGeMA0U YUMONAA3MOIL, UMe-
rowux 6ud Makpoghazos, ¢ cyulecmeeHHol nPUMECHI0 MAAbIX
AUMPOYUMO8, CKONACHUAMU 0010MK08 0ep U 0maenbHbl-
MU meakumu ovaeamu Hekposa. Koauuwecmego B-kaemok
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Hegeauko. T-kaemku npeobaadarom, oHU Aexcam 2yCmulmu
cKonaeHusmMu 60kpye epynn B-kaemok, a makaice paccestol
8 cxonaenusx maxkpogaeos. CD8E -kaemok 3HauumensvHo
oonvuue, yuem CD4*. Umeemcs Hebovloe Koauecmeo noau-
munuueckux niamamuueckux kaemok. llpoaugepupyrouue
kaemku (Ki-67") pacnoaojcenst noumu UCKAOUUMENLHO
6 noasx ckonnerui makpogaeos u T-kaemok u cocmagnsiom
oko010 35 % kaemok ¢ smux yuacmkax. uaeHocmupogana
amunuueckas eunepnaasus J1Y ¢ ykaszanuem na neob6xo-
dumocms npogederus ougpgepeHyuarvHol ouaeHOCMUKU
T-xnemounoit aumgpomot u BKD. Ilpu mosexyasapHo-eenemu-
YeckoM uccaedoganuu (noAuUMepasHas YenHas peaxKiyus) He
8bl516/1€H0 KAOHANbHBIX NepecmpoeK 2eHo8 T-kaemounozo
peuenmopa. B ces3u ¢ yooeremeopumenvHbimM camouyecmeu-
em ObL1a 6blOPAHA BbIICUOAMENbHASI MAKMUKA.

Cocmosnue nayueHmKy 0cmasanocs y0oaemeopumens-
HbIM, HO 6 Hayane mapma 2007 2. (uepe3 2,5 mec nocae nepeoii
buoncuu) ona ommemuna ygeauyeHue uieiihozo J1Y do 2 cm.
Y3en noanocmoto yoanuau. B danvueiiuem aumgpadenonamus
He peyudusuposana.

Ilpu UTX- u eucmonoeuueckom uccaedo8aHusx cmpyK-
mypa Aum@oudHol MKAHU HANOMUHANAA ONUCAHHYIO 8 NEPEOM
ouonmame. Koauvecmeo B-knemox ocmaeanocs Heboavulum,
HO, 8 omauyue om npedvldyujeeo Uccae008aHUsl, 04azo8bie
ckonnenuss B-kaemok umenu cmpykmypy QoiruKyAsapHoll
2UNEPRAA3UU C KDYNHbIMU, MECMAMU 2UAHMCKUMU, CEem -
AbIMU UEHMPAMU peakmuenozo muna. B pacwupennom na-
pakopmexce Koauuecmeo Makpogazos cmano euje 60abie.
Imu yuacmku npuobpenu 601ee 8bipajiceHHYH0 30HANbHOCHb!
8 YeHmpe MaKpophazaibHbiX CKONAEHULL ONPedeasNuch YemKko
ouepyeHHble o4aeu HeKpo3a ¢ NPUMecsio 0a30PuabHO20 2pa-
HYASAPHO20 MAMepUand, npedcmasasniou,e2o co6oi 0010MKu
s0ep. Koauvecmeo T-arumpoyumos (ocobenro CD8") ymeno-
wunocs. llpeumywecmeenno no nepughepuu osnuxynos
onpeoensnoch 3HaUUMeNbHOe KOAUYEeCMB0 KPYNHbIX AUMPO-
UOHBIX KAeMmOK 0e3 CyujecmeeHHblX NpU3HaKos amunuu,
¢ axcnpeccueil CD20u CD30, komopbie pacueHeHbl KaK ak-
mueuposarHbvle (peakmuehvie) B-aumgpoudnvie Karemku.
Takum obpazom, cmpyKkmypa u UMMYHOAPXUMEKMOHUKA
JIY 60 émopom 6uonmame coomeemcmeosanru bKD nexpo-
MuYecKoeo 2UcmoN0cUecKko20 8apuanma, a nepewvlii ouo-
nmam npedcmaegnsn co6oil nposieaerus nPosudepamueHoll
¢haswl 3a601e6aHUS.

B nocaedyrowue 15 rem nayuenmxa éeaa npuebi4HbLi
obpas3 ycusHu, ceedeHuil 00 0OpauleHul K 8paiy Hem.

Kimunnuyeckoe naosoaenue 3

Ilayuenmka b., 23 nem, 6 gpespane 2017 e. cmana om-
Meuams ymepeHHble 00AU 8 NOOMbIULEHHBIX 004dCMAX.
Ilpu komnoromeproii momoepagpuu (KT) 6bi10 6bis161€HO y6e-
AuveHue negvix 3aoneutetinvix J1Y do 18 x 11 mm, a makice
axcunnaphbix J1Y cnesa do 23 x 17 mm u cnpasa do 26 x 16 mm.
DynKyuoHanbHble NPodbL neveHu U no4ek, noKasamenu 2e-
Mocmasa 6viau 6 Hopme. B eemoepamme ommeuena mpomoo-
yumonerus 0o 128 moic/mka. Takoice evis181eHbl GHMUHYKAC-
apHole anmumena Ha epanu demekyuu (1:160) u anmumena
K mpomboyumanm.

Ilayuenmxe 6vina evinoanena 6uoncus J1Y. Ilpu eucmo-
Aoeuteckom uccaedoganuu J1Y evisaenena evipasiceHnas ¢on-
AUKYAAPHAsA eunepnaasus. B napaxkopmukanshoii obaacmu
ommeuaemcsi KpynHoe noae AUMgo2ucmuoyumapHoil npoau-
gepayuu ¢ boavwum Koaunecmeom sdepHozo dempuma
u anonmo3snsix meney. Jlumgpoudnsie Karemxu npeumyuje-
CMBEHHO CPeOHUX U KPYNHBIX PA3Mepos8, 4acmoy U3 HUX
noaumopgroeo euda. B ouaeax aumgoeucmuoyumapoil
npoaughepayuu npeobaadarom T-xaemku, koruvecmeo CDS*-
u CD4*-T-knemox npumepro odunaxoeo. Ilpucymcmeyem
sHauumenvras npumeco CD68" -maxpogaeos, uacms ux c sxc-
npeccueil MUea0NnepoKcUdasbl, a MaKice MHO20UUCAEHHblE
CKONAeHUsl NAA3MOUUMOUOHBIX OeHOPUMHBIX KAEMOK C IKC-
npeccueii CD123. Jluaecnocmuposana bK®, nekpomuueckuii
eapuaum.

ITlayuenmka Hogbix Jcanob ne npedssénsnia, éeaa npu-
8bluHbLI 00pa3 JcusHu. B meuenue 3 nem exce200HO eil Gbl-
noansnace KT weu u epyduoii knemku, pazmepot JIY ocma-
8ANUCH NPENCHUMU.

B urone 2020 e. npu npodhusakmuueckom obcredoganuu
oOblaa eviséaeHa mpomboyumonerus 0o 58 moic/mxa. Yepes
1 mec nossunace hemexuanbHas Colnb HA Kodice 20AeHell U Jicu-
eoma. Yepes 4 mec (okmsbps 2020 2.) Koauuecmeo mpomoo-
Yumoe 8 Kkpogu cocmaguao yxuce 22 moic/mia. Hckaroueno
BUY-ungpexyus, supycuvie eenamumot B u C. Memodom
UCKAIOUeHUs OUACHOCMUPOBAHA UMMYHHASL MpomMOoyumo-
nexus.

[layuenmke 6vi1a Ha3Hauena mepanus nPecHU30A0HOM
1 me/xe/cym. B meuenue 1 Hed coinb peepeccuposana. Yepes
2 Hed 8 NOBMOPHOM KAUHUYECKOM AHAAU3€e KPOBU KOAUYeCH -
60 MPOMOOUUMO8 HOPMAAU308AA0Ch. JleueHue npeoHU3010HOM
8 NoAHOI 003e NPod0ANCANOCH 3 Hed ¢ MeONeHHOU OMMeHOU
6 meuenue caedyrouux 3 mec. Ilpu noemopuoii KT weu
u epyOHoil Knemku yepe3 7 Hed Om HAYAAQ npuema npeoHu-
3010HA KOHCMAMUPOBAHO YMeHbUleHUe aKCcUAtsapHblx J1YV
0o 12u 18 mm cnpaea u caesa coomeemcmeeHHo.

Yepes 10 mec nocae ommensl nPeOHU3010HA BHOBb NO-
ABUAUCH PACHPOCMPAHEHHbLI KOJNCHO-2eMoppazuyeckui
cundpom u mpomoboyumonerus 0o 14 moic/mxa. Ilo pe3zyno-
mamam noemoproii KT ommeueno ygeeauuenue paree 8osiae-
yennwvix JIYV: noduearocmusix cnpasa do 14 x 8 mm, axcun-
JSAPHBIX C1e8a 00 NPECHUX PA3MEPO8, CNPABA He YEEeAUYeHbL.
bBoin npogeden noemopHbiil Kypc ent0KoKOPmMUKocmepouoHoll
mepanuu (dexcamemaszon 40 me 4 OHs1) ¢ Gbicmpbim paspeuie-
HUuem mpomMOOUUMOneHUU U 2eMoppazu4eckoil Colnu.

B aneape 2022 o. nayuenmka neperecaa UHQeKyuo
COVID- 19 6 hopme ocmpoeo pechupamopHoeo 3a001e6aHUS.
B meuenue 3 Hed 00HO8peMEHHO ¢ peCRUPAMOPHOLL CUMAMO-
Mamukoil 601bHAsI OMMemuAa ygeauueHue aKcuiisapHolx 1Y
CO CNOHMAHHbIM YMeHbUIeHUEM UX 00 NPEeXNCHUX pa3mepos
nocne 8b1300p06AeHUS.

Kimmangyeckoe Ha0monenue 4

Ilauyuenmra A., 36 aem, 6 aneape 2021 e. obpamusa
B8HUMAHUe Ha noCmeneHHoe yeeauuerue uietinvix J1Y ¢ obeux
cmopon. CumMnmomos uHmokcuxauuu e 6u.10. B cenmsbpe
2021 e. conoepaghuuecku Obiau 6bis6AeHbl MHOCOHUCACHHbLE
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YyeéeauueHHble eUN03X02eHHble ueliHble U HaoKauuuHvle J1Y
caesa do 20 x 10 mm. ObuapyxceHvt makice eduru4novle J1Y:
npaesvie weiitvle do 16 X 6 mm, naxosvie u nooMbvluLeHHble
¢ obeux cmopon 0o 15 x 6 mm. Bviau uckarovens mybepkynes,
BUY-unghexyus, eenamumot Bu C. I[layuenmka amnupuyecku
noay4ana azumpomuyun — 6e3 sggexma.

Ilocne 6uoncuu weitnoeo J1Y no pezyasmamam UIX- u euc-
MoA02U4ecK020 Uccaed08anuil 6 2 yeHmpax 0bLio 6blCKA3aHO
npeonoaodicerue o T-kaemouroil aumgome uau MueaouoHo
capkome. B cea3u ¢ yoosiemeopumenvbim camouyscmeuem
U CNOHMAHHbIM YMeHbUeHueM Hekomopuix JIY pezyavmamut
ananusza J1Y 6viau nocmasaensl nod comHeHue.

Pesyaomamot UT'X- u eucmonoeuueckoeo anaruzoe 6uo-
nmama J1Y: 6 napakopmexce 00HapysceHvl KpYRHble NOAS
AumgboeucmuoyumapHoil npoaugepayuy ¢ 60AbUUM Koau1e-
cmeom sidepHoeo dempuma u anonmosnuix meaey. Ilpeobaa-
darom aum@pouoHsle KaemKU npeumMyujecmeeHHo CpeoHux
U KpynHuix pasmepos. boavuioe Koauuecmeo Mumomu4ecKux
gueyp. Yacmo eucmuoyumos umeem bobosudusvie siopa. Heii-
mpoghunvHble epanyI0yUmbl 8 AUMPOUOHOU MKAHU eOUHUUHDL.
B yumonaazme omoenvHvIx cUCUOUUMO8 BCIPEMUAUCH CKON-
AeHUSI 2PAHYASPHO20 meMHO-0Ypoeo nuemenma. Ilpu UTX-
uccaedoganuu T-kaemru He umenu NPU3HAK08 AOEPPAHMHOZ0
genomuna. B cyononyasyuonnom cocmaee pesxo npeobaa-
darom CD8"-T-kaemku. ObHapysicervl MHOLOHUCACHHblE MA-
kpoghaeu ¢ kosxcnpeccueit CD68 u M PO u kpynHbie ckonae-
HUSA NAA3MOUUMOUOHBIX OeHOpummublx Kaemok (CDI123*).
CDla"-kaemox nem. Mukpogomoepaghuu eucmonoeuveckux
npenapamoe npedcmaenenst Ha puc. 1—6. Jlanubix o Haru4uu
2emobnacmo3sa He 6visi6aeHo. ONUCAHHAS KapmUHAa COOMEen -
cmeyem BK® npoaugepamusnoil ¢paszvl ¢ Ha4arom HeKpo-
TMUHECKUX U3MEHEHUI].

Anamues nayueHmru omseouer aymouMmyHHbIMU 3a-
oonesanusamu. B 2011 2., 3a 10 sem do duaenoza BKD, 6bin
YCMaHo61eH OUacHO3 UMMYHHOU mpomoboyumonenuu. Tepanus

Puc. 1. buonmam aumgamuueckoeo y3na nayuenmiu A., 36 aem, ¢ 601e3Hb10
Kuicyuu—Dyoxcumomo nporugepamugroil pazvl. B napaxopmerxce kpyntoiii
uemKko ouepueHHbwLi 61e0HO OKpauleHHbLI KAemouHblil unguismpam (okpa-
CKa 2eMamoKCcuAuHoM u 203unom, *400)

Fig. 1. Lymph node biopsy of patient A., 36 years old, with proliferative phase
of Kikuchi— Fujimoto disease. In the paracortex, there is a large, clearly defined,
pale-stained cellular infiltrate (hematoxylin and eosin staining, *400)

Puc. 2. buonmam aumpamuueckoeo y3na moii sice nayuenmku. B cocmage
ouaea KAemKu cpeoOHUX,/ymMepeHHO KPYNHbIX PA3Mepo8 ¢ OKpYeabiMu Uiy He-
NpaguAbHoL hopmbl A0pamu, yMeperHo WupoKoil yumonaasmoil. opa npo-
cgemaeHbl Ul co0epICcam 3epHUCIbLLL Xpomamut. Buacmu sdep — nekpyntoie
A0pviuky. Umeromes npumecs Manvix AUMpouumos, 6oavuioe KoAu1ecmeo
s0eproeo dempuma. Heiimpogunvrsie epanynoyumo: omcymemeytom (okpac-
Ka eemMamoKcuauHom u 203unom, *400)

Fig. 2. Lymph node biopsy of the same patient. The focus contains medium/
moderately large cells with rounded or irregularly shaped nuclei and modera-
tely wide cytoplasm. The nuclei are brightened or contain granular chromatin.
Some of the nuclei contain small nucleoli. There is an admixture of small
lymphocytes, a large amount of nuclear detritus. Neutrophilic granulocytes
are absent (hematoxylin and eosin staining, *400)

Puc. 3. buonmam aumpamuueckoeo yna moii suce nayuenmku. B cocmage
UHpUABMpPama 60abUI0e KOAUHECMBE0 MAKPOPa208 (UMMYHOLUCIOXUMUYEC-
Kas peakyus c anmumenamu k CD68, x400)

Fig. 3. Lymph node biopsy of the same patient. The infiltrate contains a large
number of macrophages (immunohistochemical reaction with anti-CD68
antibodies, x400)

1-it aunuu entoxkokopmukocmepoudamu 6e3 sgpgexma, no-
SMOMY nayueHmie Oblia 6bINOAHEHA CRACHIKINOMUSL ¢ JOCTU-
Jcenuem cmoiikozo omeema. B 2015 e. ommeuancs anuzod
noauapmpaneuu. Ilpu obcredosanuu npuzHaKos ocnanu-
meavHoU apmponamuu He 00HapyceHo. Jluaenocmuposana
gubpomuaneus, 6 meuerue 3 mec 604bHAS NOAYHANA BEHAA-
gakcun ¢ noroxcumensHoim 3gpgpekmom. B gpespane 2022 e.
NOBbIUUEHUS KOHUYCHMPAUUU PeeMamoudno2o gakmopa,

OHROFEMATONOIUA 4’2022 tom17



Jleuenue remo6nacTosos

OHROTEMATONOIUA 4’2022 tom17

Puc. 4. buonmam aumehamuueckoeo y3ra moii ice nayueHmru. navumens-
Hasi uacmos Makpoghazoe KoIKcnpeccupyem MueionepoKcuoasy (UMMyHo2uc-
moxumuyeckas peakyus, *400)

Fig. 4. Lymph node biopsy of the same patient. A significant part of macro-
phages coexpresses myeloperoxidase (immunohistochemical reaction, *x400)

Puc. 5. buonmam aumgpamuueckoeo yzna moii e nayuenmxu. Kpynmnoie
CKONAeHUs NAG3MOUUMOUOHBIX OeHOPUMHbIX KAeMOK 8 cocmase npoaudge-
pama u 8okpye Heeo (UMMYHOLUCIOXUMUYECKAS PeaKyus ¢ aHMUmenamu
Kk CD123, x400)

Fig. 5. Lymph node biopsy of the same patient. Large clusters of plasmacytoid
dendritic cells in and around the proliferate (immunohistochemical reaction
with anti-CD 123 antibodies, x400)

aumumen k deycnupansroii JIHK, sdeproim anmueenam u yu-
KAUYECKOMY YUMPYAIUHCOOepicauemy nenmuoy He eviseéine-
Ho. Taxum o6pazom, npu eepugpuxayuu bK® axmuenoeo
aymoumMmyHHo2o npoyecca He ovi10. [larvnupyemas munu-
ManvHas aumgpadenonamus coxpansemes (urons 2022 e.),
nayuenmia uyscmeyem ceos y0061emeopumensHo.

06cyxpeHue

Bonesns Knkyun—®ymxnmoro — 3a6ojeBaHKe ¢ OJ1a-
TOIIPUSITHBIM IIPOTHO30M U CKJIOHHOCTBIO K CIIOHTAHHOMY
perpeccy. Y yacTy maiyeHToB 3a00/1eBaHie PELIMINBUAPYET.

JlmarHocTtuka 3aTpyaHeHa 1U3-3a peIKOCTH 3a00jeBa-
HUSI ¥, COOTBETCTBEHHO, HU3KOI HACTOPOXEHHOCTU Bpa-
yeit. Yale Bcero pe3ysbTaThl TUCTOJOTMYECKOIO UCCIIe-
noBaHus JIY, ocobenHo B mpoaudepaTuBHOil (da3se,

*aﬁgﬁf :
S

Puc. 6. buonmam aumgpamuueckoeo yzra moii xce navuenmku. I[looaes-
rowee boavuuncmeo T-kaemok sxcnpeccupyem CDS (ummynoeucmoxumu-
ueckas peakyus, % 100)

Fig. 6. Lymph node biopsy of the same patient. The vast majority of T-cells
express CDS (immunohistochemical reaction, x 100)

TPaKTYIOTCS KaK ITOpaXkeHUe TIPH 3JI0Ka4eCTBEHHOM JIMM-
¢dome. B omHOM 13 epBBIX KPYITHBIX UCCIICAOBAaHMIA, B KO-
TOpoe ObIJIM BKIIIOYEHBI JaHHBIE MIEPECMOTpa OMONTATOB
JIV or 108 maumenToB ¢ BK®, ommbo4yHbIil EPBUYHBIN
JIMarHo3 ObLI YCTAHOBJIEH 00Jiee YeM B MOJIOBMHE Ha0I10-
nmenuit. Tak, 3mokauecTBeHHYIO TnMboMy (T-KaeTouHyo)
auarHoctupoBain y 36 (33,3 %), MeTacTaTUYECKYIO Kap-
uuHoMy — y 3 (2,8 %), peakTuBHbIe, MHGEKIIMOHHbBIE
1 ayTOMMMYHHbIe cocTosiHUS — Y 13 (12 %) nauueHToB,
y 11 (10,1 %) manueHTOB AMarHo3 He ObLUT yCTaHOBJIEH [7].
B uccnemoBannu L.P. Menasce u coaBT. cpeny 27 mauneH-
TOB C YCTAHOBJIEHHOI 1O pe3yiasraraM Iepecmorpa bK®
y 24 (88,8 %) nepBUYHO ObLIA OLIMOOYHO IMATHOCTUPO-
BaHa HexoIXKKMHcKas tuMmdoma [28]. AuddepeHumnans-
HBbI TUATHO3 CJIOKEH, YTO MOXKET OTpe00oBaTh IIOBTOPHOM
OMOTICHY U TIepecMOTpa IIepBUYHOTO bMoMaTepuana [15,
29, 30].

Teuenne BK®, xak npaBuiio, 100poKayeCTBEHHOE,
1 B OOJILITMHCTBE CTy4YaeB 3a00JIeBaHNe He pelIANBUPYET.
B 10 xe Bpems B pabdote J.Y. Song 1 coaBT. pelUaUBUPY-
fomiee TeueHre ormedeHo y 21 (20,6 %) uz 102 mareHToB.
Menuana BpeMeHM BOSHUKHOBEHHUSI pELIMINBA COCTaBUIA
35 Hen (ot 14 nHeit no 40 mec). PakTopamMu, aCCOLUUPO-
BaHHBIMH C PEIMINBOM 3a00JIeBaHUS, OBUIM aCTCHMS,
ITOBBIIIICHHE TEMIIEPATYPhI TeJla M SKCTPaHOIAIBHBIC IIPO-
apinennst BK® [23]. B ucciegoBannu G. Dumas 1 coaBT.,
B KOTOPOM IIpOaHAIM3UPOBAaHbI JAHHBIE OOJIBIIION TPYIIIIHI
60JbHBIX (1 = 91), yacToTa peunanuBOB cocTaBuia 21,3 %
(n = 16) ¢ MeaMaHOI MeXpeLIMAMBHOIO repuona 3,5 (1—-11,5)
Mmec [3]. Takum 00pa3oM, pelIuaBbI BOBMOKHBI JaXKe yepe3
roJsl nociie Bepudukanuy auarioza bK®.

HescHbl TpyYmHBI MHOTOJIETHENM CTAOMIIBHOM JIMM-
dangeHonatuu y naumeHTku K. Onucanuii IIUTeIbHOTO
crabuiabHoro yeenudeHus JIY npu BK® He BcTperniiocs.
He nckimoyeHo, 4To TOBTOPHBIN TMCTOJIOTUYECKIIA aHAIN3
IIPY HOBBIX CUMIITOMAX WJIM IIepeMeHe XapaKkTepa JTuMd-
aZcHOITATUY IIPUBEICT K U3MEHEHMIO TMarHo3a.
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Ta6muua 2. Kiunuueckue nabaroenus peyuousa 6oaesnu Kuxyuu—Dyoxcumomo y bepemennvix

Table 2. Clinical observations of Kikuchi— Fujimoto disease relapse in pregnant women

Bospacr Yucao dbepeMeHHO-

Cpok

Tepanus

NALMEHTKH cTeii/poaoB 0epeMeHHO- Mgz [IIOKOKOPTH- [Reguanpmine
Hcrounnk I ? pox P JumMpaneHonaTun P nepuos,
Jer B aHAMHe3¢e CTH, HEJ KOoCTepongamMu
R.B. Nieman IeitHbie TuMdbaTu- Her TPl TG
1 coanr. [31] 19 1/0 6—8 e No Deliver»r')wt term
R.B. Nieman et al. [31] Cervical lymph nodes &
[.D. Venizelos Ileiinpie numdaTu- Her T TG
U coaBrT. [32] 37 1/0 20 YECKUE Y3JIbl No Dclivcr\If) At term
I.D. Venizelos et al. [32] Cervical lymph nodes A
V. Phupong HanknounyHbie
JMMGaTUYECKUE Y3JIbI Ja 38 Hen
U coasrT. [33] 28 1/0 8 ; .
Supraclavicular lymph Yes 38 weeks
V. Phupong et al. [33] }
nodes
J. Alijotas-Reig MeszeHnTepuaibHbie Her CHZ‘S?ZIEHH
U coaBT. [8] 31 3/2 5 JMMGaTUIECKUE Y3JIbI No Spon 11111)16(“8
J. Alijotas-Reig et al. [8] Mesenteric lymph nodes r')lbOI‘LIiOH* ’

* B nocaedyrouem nayueHmra 06e3 0CA0NCHEHUI BbIHOCUAA U POOUNA 080UX 300p06bix demeil 6e3 peyuduea bonesnu Kukyuu—Dyodxcumomo.
*Subsequently, the patient gave birth without complications to two healthy children without Kikuchi—Fujimoto disease relapses.

YacToTa KOXHBIX TIpOsIBIIeHN# y nauueHToB ¢ BK®
Moxet mocturath 30 % [3, 21]. B onHoOM 13 caMbIX 6OJIb-
X 0030poB A. Atwater 1 COaBT. yKa3bIBaeTCsI, UTO IIPO-
SIBJICHUS Ha KOXe MOTYT OBITh Pa3HBIMU: OT PacIIpoCTpa-
HEHHOU 3PUTEMATO3HOU CBHIMUA OO JIOKAJIU3OBAHHBIX
SI3BeHHBIX Je(eKToB [34]. [Ipu rucTonornyeckom mucciie-
nmoBaHMM Koxu 16 manuentoB ¢ BK® onucansl mumdo-
TUCTHOLIMTAapHAs MHOWIBTPpAIYS B AepMe, HEKPO3 OTIEIb-
HBIX KEPATUHOLIMTOB, KAPMOPEKCHC, OTIOXECHUS MyIIMHA
U MAaHHUKYIUT. Y 75 % nauueHToB ObLIO OOHAPYXEHO
ITOBPEXXICHUE I PMO-3ITHUACPMAILHOIO CouwleHeHMs [35].
Brichinmanus y mauueHTKA K. ¢ ydeToM XpOHOJI0TMYECKOM
CBSI3U C TIPMEMOM HOBOTO TIpernapara, Hauoosee BepOosITHO,
HUMEIOT TOKCUKO-aJUIePTUICCKYIO IIPUPOIY, OMHAKO 32 OT-
CYTCTBHEM THCTOJIOTMYECKOTO aHAIM3a KOXM HEJIb3s ITOJI-
HOCTBIO MCKJTIOUMTH KOXHOE TIposiBieHe bK®.

VY naunenTtoB ¢ BK® noBbIlIeH prCK ayTOMMMYHHBIX
oclioxxHeHMi. Tak, peTpOCIIEKTMBHO M3y4asli JTaHHBIC
480 mauuenToB, H. Jung 1 coaBT. ycTaHOBUIIM, UTO YaCTO-
Ta ayTOMMMYHHBIX OCJIOKHEHMI cocTaBmia 2,7 % (n = 13)
[36]. B ocHOBHOM pa3BMBAIOTCS ayTOMMMYHHBIE 3a00J1€-
BaHMSI COCIMHUTEIBPHONM TKAHU, M BEPOSITHOCTh MX ITO-
SBJICHUST HE 3aBMCUT OT KIMHUYECKUX Mpu3HakoB BK®D
[36, 37].

TpomOoLUTONEHNSI OTHOCUTCS K peIKUM ayTOMMMYH-
HbeIM ocinoxHeHnsIM BK®. Tak, B padote C.Y. Cheng u co-
aBT. cpeau 148 maieHToB nuiib y 8 (5,4 %) BhisBIeHA
yMepeHHas TpomoonuroneHus [38]. CoueTaHUs TSKEITBIX
ayTOMMMYHHBIX nuToneHuii ¢ BK® upe3BrryaitHo peaku
Y OTPAaHUYMBAIOTCS HAOIIOAEHUSMU 34 OTIEIbHBIMU Ia-
eHTaMu. B mpuBeneHHBIX paboTax OTMEUEH CIIOHTAHHBII
perpecc UMTONeHUn 6e3 MOTPEOHOCTU B UMMYHOCYIIpEC-
cuBHOI Teparmu [39—41]. BepositHee Bcero, BK® — 310

CJICIICTBHE O0IIECi T MMMYHOJIOTMIECKOM HECTaAOMIIbHOCTH,
KOTOpast MOXKET IPOSIBIISITHCS B BUIIEC TOOPOKAUYECTBEHHOM
JmMpazeHOaTU!, IUTOIICHUN U MX COYETAaHMA.

[TI0KOKOPTUKOCTEpOUIBI OTHOCSITCS K HanboJee 3¢d-
(beKTUBHBIM IIpenapaTam Il KyITMPOBaHUS IIPOSIBJICHUI
BK®. IMpenmyiiecTBEeHHO UCITOJb3YIOT KOPOTKHE KYPChI
JIe4eHUs TPeTHU30JI0HOM B n03e 0,5—1 Mr/Kr, Xxopoio
JIEWCTBOBABIINE 1 Y TIPEACTABICHHBIX TAalIMEHTOK. B pem-
knx cnydasx BK® ocinoxHseTcs BTOpUUHBIM reMogaro-
muTapHeIM cuHApoMoM. ITocnenuuit mpu BK® moxox
Ha CMHIPOM MaKpodaraJlbHON aKTUBAIIUA — COCTOSTHHUE,
KOTOpOE pa3BUBaeTCs KaK OCIOKHEHUE CUCTEMHBIX 3200~
JIEBaHU COCIMHUTEIBPHOM TKaHU. TepaIms TITIOKOKOPTH -
KOCTepOMIaMu, Kak IpaBuiio, 3¢ dekTuBHa [3, 42—44].
IIpu pe3ancTeHTHBIX (popMax BTOPUUYHOTO TeModaroim-
TapHOTO CHMHAPOMA ONMMCAH IOJOXUTEIBHBIN 3DdeKT
OT LIMTOCTATUYECKOTO JIEYEHUS 3TONO3UI0M [45, 46].

B nepuon 6epeMeHHOCTU TeueHe UMMYHHBIX 3a00J1e-
BaHUI MoXeT MeHAThest. BK® y matmmenTku /1. He peuyam-
BHpOBaja, XOTS HAOMIONCHUS 3a OTIEIBHBIMU OOJIBHBIMU
ITOKa3aJId, YTO IIPH OEPEeMEHHOCTH PELUINBEI BO3SMOXHEL.
YacTb MameHTOK MOTYT HYXKIAThCS B TEPAITUH [JIIOKOKOP-
tukocrepounamu [8, 32, 33, 47]. B mpyrux myoimKamusx
coobmaercst, yto BK® He Bimsiia Ha TeueHre bepeMeHHO-
CTH, 370pOBbe MaTepy U pebeHka [8, 33, 47—49]. B taou. 2
yKa3aHbI BO3PACT, JIOKATA3ALMS TUMQaIeHONATHH Y I~
eHTOK ¢ peiariBoM BK® Bo BpeMst 6epemerHocTH. [Tpranhy,
10 KOTOpoi1 y maueHTKu 1. 6epeMeHHOCTh IpUBeJia K Bpe-
MeHHoMY paspenieHnio BK®, eriie mpencTonT BbISICHUTD.

Hapymenue pabots! kumeynuka npu bK® ne onm-
caHo. BeposiTHO, Tuapest, yCWIMBAIOMIASICS TIPU IIPUCTYIIE
BK® y manmenTku /1., — nposiBaeHne ceMeiiHoi (pepMeH-
TOITATHM.
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3aknoueHue
HuddepenumanpHplii nuario3 bK® rHeobxommmo

IIPOBOIUTH CO 3JIOKAYECTBEHHBIMU 3a00JICBAHUSIMU CHC-
TeMbI KpoBH. [1peaHn3010H OTHOCUTCS K 3G GEKTUBHBIM

11.
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