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XBopoba Kactnemara (aHriodponikynsipHa nimgoma, riraHTCbKa rinepnnasis nimgatyHoro Byana, ncesgonyxnnHa Kactnemana)
— HeAoCTaTHLO BUBYEHe opdaHHe NimdonponidepaTBHe 3aXBOPIOBaHHS! 3 TpUBaNMM 6e3CUMMNTOMHUM Nepedirom i BUCOKUM
PU3NKOM ManirHisavii.

BapiabenbHicTb KNiHIYHOT KapTuHY Liei XBOPOOU CPUYMHSIE TPYAHOLL ANSt AiarHOCTUKN.

MeTa po60TH — 03HaNOMUTY KNIHILMCTIB, NiABALLMTY €DEKTUBHICTL CBOEYACHOI AiarHOCTUKY Ta NikyBaHHs xBopobu KactnemaHa
(XK) B ZiTen ons 3anobiraHHs manirHisadii Ta Ans noninweHHsi POrHoay.

Pesynkratu. HaBegeHo kniHivHmi Bunagok XK y xmonyumka Bikom 3,5 poku 3 TpMBanum aHaMHE30M JIMXOMaHKW, 3aTPUMKN TEM-
niB PoCTY, NITAMBICTIO, apTPanriiM1, aHEMI€t0, BUCOKMMM rocTpOa3oBMMM NOKa3HUKaMM KPOBi, niasuLLieHHam IL-6. 3aincHunm
CKNagHWiA GiarHOCTUYHWIA NOLLYK, BUKIIOYMBLUM iHGDEKLLiVHI, iMyHOAeILMTHI, ayToiMyHHI cTaHw. lManiHoBo-BackynapHuiA Tun XK
NiSTBEPMKEHO AAHUMM IMYHOTICTOXIMIYHOTO AOCTIIMKEHHS Micns ekcLm3inHoi Gioncii nimaTtuuHmx By3nis. CnocTepirany LWBMaKy
MO3UTUBHY AVHAMIKY MiCs pagukanbHOTO BUAANEHHS KOHrMoMmepaTy NiMdaTuyHnX By3niB. 3a AaHNMW KaTaMHECTUYHOTO Cro-
CTepexeHHs, Yepe3 8 micauiB navieHT nepebyBae B KIiHiko-nabopaTopHil pemicii.

BucHoBku. XBopoby KactnemaHa noTtpibHO BknoyaTh [O anropuTMmy MoLUyKy npu NimconponichepaTBHUX 3aXBOPHOBAHHSIX.
Bu3aHaueHHs poni MyTauii B reHi perynstopHoro ¢haktopa iHTepdepoHy (IRF8) Buknukae HayKoBWI iHTEpPEC ANs YTOYHEHHS!
€TioNOrii LbOro 3aXBOPIOBAHHS.

Lymphoproliferative disorder - Castleman’s disease with early childhood-onset
in a child (a clinical case)

0. M. Mukvich, N. M. Vdovina, H. I. Klymniuk, L. I. Omelchenko, T. A. Hridina, N. B. Matsiuk

Castleman’s disease (angiofollicular lymphoma, giant lymph node hyperplasia, Castleman’s pseudotumor) is an understudied
orphan lymphoproliferative disease with a long period of asymptomatic course and a high risk of malignancy, and variability of its
clinical features can cause difficulties in diagnosis.

The aim of the study. To acquaint clinicians and increase the effectiveness of early diagnosis and treatment of Castleman’s
disease (CD) in children to prevent malignancy and improve prognosis.

Results. The article presents a clinical case of CD in a 3.5-year-old boy with a long history of fever, stunted growth, sweating,
arthralgia, anemia, high laboratory inflammatory factors, elevated IL-6. There was a complex diagnostic search except for infectious,
immunodeficiency, autoimmune conditions. The diagnosis of hyaline-vascular type of CD was confirmed by immunohistochemi-
cal examination after lymph node excisional biopsy. Rapid positive dynamics was noted after radical removal of the lymph node
conglomerate. At follow-up after 8 months, the patient met criteria for clinical and laboratory remission.

Conclusions. Castleman’s disease should be included in the search algorithm for lymphoproliferative diseases. Deter-
mining the role of genetic mutations in interferon regulatory factor (IRF8) is of scientific interest to clarify the etiology of this
disease.
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JlimcponponichepaTnsHi 3aXBOPIOBaHHS Y AiTen — retepo-
reHHa rpyna xsopo0b, L0 BUSBMSKOTLCA SIK aHOMarbHa eKc-
naHcis NIMGOIAHMX KMNITUH, WO HallvacTille BUHUKAKTH Ha
poHi iMyHHOI AMCAYHKLUiT. PU3NK BUHUKHEHHS CNIPaBXHBOO
3M0SIKICHOMO HOBOYTBOPEHHS Y TaKWX AiTeN 3HAYHO BULLMIA,
HX B iMyHOKOMNeTeHTHWX. [lo nimdonponidepaTnsHmx
3aXBOPHOBaHb Hanexartb pi3Hi hopmMu NiMgom, nekemin,
a TaKoX Taki iMyHoLediLMTHI CTaHW, SK ayTOIMYHHUIA MliM-
chonponidepaTBHUIn CUHAPOM, X-34ENneHnii nimgonpo-
nichepaTMBHUIA cuHAPOM (cuHapom [lyHkaHa) i xBopoba
Kactnemana (XK) [1].

XBopoba KactnemaHa (aHriocponikynsipHa nimdgoma,
riraHTCbKa rinepnnasis niMgaTyHoro By3na, NceBaonyx-
nvHa Kactnemana) — nobposikicHe HeaoCTaTHbO BUBYEHE
nimcbonponichepaTBHe 3aXBOPIOBAHHA 3 TpuBanum 6es-
CYMNTOMHMM MepebiroM i BUCOKMM PU3MKOM MarirHisadlii.
MepLumin Bunagok XK onucaHo amepuKaHCbKM naTororom
BenpxamiHom KactnemaHom y 1954 poui B nawiieHTa 3 coni-
TapHOK0 MefiaCTUHANLHOI rinepnnasieto nimdoyanis [2,3].
[o cborogHi y cBiTi onncaHo maiike 400 Bunagkie XK 6e3
0CoBnMBOCTEN 3anexHO Bif cTaTi, BinbLUiCTb BUNaAKIB — Y
Jopocninx ocib (cepeaHirt Bik — 3040 poki). MoLwmpeHicTb
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XK BUBYEHO HEAOCTATHBO, 32 HASIBHUMY JaHAMM CTAHOBUTb
npnbnnaHo 1 xeopuii Ha 100 TUCSY HACENEHHS!, CTAaTUCTUYHI
[AaHi B YkpaiHi BiacyTHi [3-5].

PospisHstotb Taki Tunn XK [6,7]: 3a nowwwmpeHicTio —
YHILEHTPUYHWIA, nokanbHuiA (UCD) Ta MynbTULEHTPUYHNIA
(MCD) (HHV-8-acoujitoBannit, HHV-8 HeratueHuin abo
inionatynmin i POEMS-cuHapom); 3a natoricTonoriyHow
KapTUHOIK — rianiHOBO-BaCKyNAPHWIA, NNa3MOKNITUHHNIA,
3MiLLIaHWA TUMK.

€ kinbka rinoTes etionatoreHesy XK: ayToiMyHHa, ayTo-
3ananbHa, HeonnacTuyHa, sipycHa [3,4,8]. fonosHa ponb y
po3BKTKy XK HanexuTb niaBULLEHHHO IL-6, yHKUiSMM Skoro
€ iHaykuis audepeHuitoBaHHs | nponidepadis B- i T-nimgo-
LTiB, 30KpeMa aKT1BaLjis rinepnpoayKLii eHgoTeniansHoro
¢hakTopa pocTy (vascular endothelial growth factor, VEGF),
CTUMYNALS remonoesy, opMyBaHHs rocTpogasoBux
peakuin [14]. [ig yac ekcnepuMeHTanbHUX 4OCHiKeHb 4O~
BeAeHo, Lo IL-6 iHaykye B MuLLen xapakTepHi Ans XK 3MmiHu
nimdaTyHMX By3niB, @ NPU3HAYEHHSI MOHOKITOHAMbHUX
aHTUTIN NPoTU IL-6 Npn MynbTULEHTPUYHKX hopmax XK no-
Kkasarno B1COKy edbekTBHiCTb [3]. Ponb repnecsipycy HHV-8
y natoreHesi XK nonsrae B TOMy, LLO BiH iHAYKYE BipyCHUI
6inok — romonor IL-6 (vIL-6), sikuii cTumyntoe npouecy
HeoaHrioreHe3y Ta remonoesy. HHV-8-acouiioaHy dopmy
XK, sik npaBuno, giarHocTytoTb Npu BIM-iHbexuii [3,7,10].

XK — He cnapkoBe 3aXBOPIOBaHHS, ane OCTaHHIM YacoMm
aKTVBHO BVBYaIOTb HASABHICTb FEHETUYHOI CXMIbHOCTI Ta 34jiA-
CHIOKOTb MOLLIYK reHiB-kaHamaaTis. [JocnigHkv noBigomnsioTs
MPO BENMKY KiSbKiCTb MOMNEKYNAPHMX | FeHETUYHIX MYTaLin,
3okpeMa B reHax JAK1, JAK2, JAKS, Lo MoxyTb 6yT1 3aisHi
B BYHUKHEHHI L{bOrO MaTomMONYHOr0 CTaHy Ta MOLMpeHi npu
iHLLIMX OHKOreMaTOrOri4HIX 3aXBOPHOBAHHSIX, & TAKOX BUCOKO-
cneumdiyHi [8,11]. Y Kinbkox paHAOoMi30BaHWX AOCTIMKEHHSIX
BMAINSOTL Taki HevacTi (0o 20 % Bunagkis), ane BUCOKOCTE-
umcbivHi MyTauii: ToukoBa MyTauis N666S y reHi TpomGouy-
TapHoro noxomkeHHss PDGFRB (peuenTop caktopa pocty
b) npu yHiueHTpryHoMy BapiaHTi XK, myTauis NCOA4 (Takox
Binomuii sik Ginok 70, acoLiioBaHMIA i3 peLenTopoM aHapo-
reHa (ARA70), koakTuBaTop psiay SAEPHUX PeLienTopis) npu
igionaTuyHin MynTULEHTPUYHIN cpopmi XK [8,12].

[NoBigomMnsATL NPO acouiaLito MyTaLin y reHax nep-
BWHHOTO iMyHoZediLnTy, ayTo3ananbHUX 3axXBOPHOBaHb
i XK [9]. Tak, Hanpuknag, on1caHo BUNaAoK BUHUKHEHHS
MYNBTULIEHTPUYHOTO igionaTuyHoro BapiaHTa XK'y Yonosika
3 myTauieto B MEFV reHi (ciMeiHoi cepea3eMHOMOPCHKOT
nnxomaHku) [13], Wwo moxe GyTh NOB'A3aHO 3 akTuBaLliED
iHtbriamacom i rinepnpoayKLieto nposananbHUX LIMTOKIHIB.
B iHwWin nyBnikavji onucaHo kapTUHy MynbTULEHTPUYHOI
dopmu XK'y 5-piyHoro xnonyuka 3 myTtauieto DADA2 [14].

Bigomo, wo IRF8 (Interferon regulatory factor 8) — 6inok,
1OKasi3oBaHui y uuTonnasmi ta sapi, Wo € BaxInsum
(hakTopoM Ans PO3BUTKY MOHOLMTIB i AEHAPUTHUX KIITUH.
MyTaLji B LibOMY reHi MOXyTb CMIPUYMHSATI PO3BUTOK Mep-
BUHHOTO iMyHOZeIUNUTY 1 ICTOTHO MIABULLYIOTb PUNKK
TSXKKICTb Nepebiry mikobakTepianbHuX iHdekuin [15]. Binok
IRF8 — noTeHUiHMiA cynpecop MyXIMH B OpraHiaMi MIoauHH,
onocepeakosye ekcnpecito JAK1 i STAT1 ans perynsuii
anonTo3y B HEKPOBOTBOPHIX PAKOBYMX KMiTUHAX, 0COBNMBO
niMpaTUYHKX By3nax i cenesiui. Vloro BBaXatoTb OHUM
i3 HOBVX MapKepiB AKX OHKOMOMYHIX 3aXBOPIOBaHb, K-
OT TOCTPOI MienoumTapHoi neikemii, MienoigHoi capkomu
Towwo [16]. Y mocTynHii dpaxosii nitepatypi He BUSBUMK
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BigomocTen Lwoao moxnueoi poni IRF8 y BuHuKkHeHH: XK,
are, BPaxoByHUM 0ro y4acTb Y remMornoesi i imyHonporige-
[OCNIMKEHHS.

KniHiyni nposisu XK 3anexartb Big Tvny Ta nokanisavii
naTororiYHOro MpoLecy, MOXyTb MackyBaTuCs nid iHLLi
3aXBOPIOBAHHSA: PEBMATWYHI, iH(DEKLIiiHI, OHKOremaTono-
riYHi ToWwo. HayacTilumi cumMnTom — iCTOTHE 30iNbLLEHHS
OKpeMuX rpyn nimatnyHux By3nis. [ns 3axBoptoBaHHs
XapaKTepHa TaKoX TpyBara NMxomaHKa, NitnuBICTb, BTpaTa
macu Tina, 3aranbHa cnabkicTb, renatocnneHomeranis,
noniMopcbHUiA BICUN, LLO CyNPOBOMKYOTLCA Nabopatop-
HAMW MOKa3H1KaMW iMyHO3ananbHOi aKTUBHOCTI (aHeMis,
rineprammarno6yniHemisi, NigBULLEHHS LLIBMAKOCTI OCidaHHs
eputpoumTis (LLIOE), pisHsi C-peaktuBHoro binka (CPB)).
IHKOMM 3aXBOPIOBAHHS MOXE MaTW TpVBanuii 6escuMnTom-
Hui nepedir [3,4,17]. Y piteit XK giarHocTytoTb Habarato
pigwe, 3ae6inbWOoro rianiHOBO-BaCKYMAPHOTO TUMY; BOHO
Mae CnpusTRmMBILLKA NporHo3. Y 35 % Bunagkis ypaxaroth-
¢ nimdpatuyHi By3nm rpyaHoi knitku, B 30 % — yepeBHoi
MOPOXHWHK, B 28 % — i, B 8 % XBOpUX — NepudepnyHi,
30Kkpema akcunspHi nimcpatuyni Byanm [4,17].

Ockinbkn 3axBOptOBaHHA Mae ophaHHUIA xapakTep i
XapakTepuayeTbCs rETEPOreHHICTI0 PopM, TpuBanuin Yac
He 6yno yHidhikoBaHUX pekoMeHaaLii Loao MOro AiarHoc-
TWKM Ta nikyBaHHs1. B 2012 poui 3ano4atkoBaHo Castleman
Disease Collaborative Network (CDCN), uneHamm sikoro €
42 excnepty 3 10 kpaiH CBITY, @ TaKOX BiAKPUTO MiKHAPOZ-
HWit peecTp xBopux Ha XK — ACCELERATE [18]. OauH 3
OpraHi3aTopiB, y4aCHWKIB i NALEHTIB i3 MyMbTULEHTPUYHOO
copmoto XK — nikap [eBig ®amkeHbaym. 3aBasku sycun-
nam CDCN y 2018 poui 3'9BMBCS NepLUMA MDKHAPOAHWI
YHi(hikOBaHMI NPOTOKON 3 MiKyBaHHS iAiONaTUYHOI Myrb-
TuetpudHoi copmu [19], a B 2020 poui — 3 giarHOCTUKM
Ta nikyBaHHA yHiLeHTpuyHoi chopmm XK [7]. 3anexHo Big
TskkocTi nepebiry Ta Tuny XK 3acTOCOBYHOTb XipyprivHi
METOAMKM, padioTepanito, XiMieTepanito, reHHO-iHXeHepHi
GionoriyHi Npenapatit; MoOHOTEpanis KOPTUKOCTEPOiaaMu
manoedektvsHa [3,4].

MporHo3 XK 3anexuTb Big opMu 3aXBOPHOBAHHS,
CBOEYACHOCTI AiarHOCTUKM, TAKTUKW NiKyBaHHS. Mpy YHILEH-
TPUYHOMY BapiaHTi MPOTHO3 CMPUATIMBILLWIA: y BinbLUOCTi
XBOPWX MiCIsi BUAANEHHS YpaKeHoro niMghaTuyHOro Byana
HacTae ofyxaHHs. Y pasi MynsTULEHTPUYHOT hopMm M's-
TWpiYHA BIDKMBAHICTb Y JOPOCHNX CTaHOBUTL 65-88 %, y
20 % Bunagkis MoxnvBa TpaHcchopmaLlis B nimcomy [9,19].

Merta pobotu

O3HaOMUTY KNIHILKMCTIB, NiABULLMTYI eDEKTUBHICTb CBOE-
YacHoi AjiarHoCTUKM Ta NikyBaHHsA XxBopobu KactnemaHa B
Jiter ans 3anobiraHHs ManirHisadii Ta ang noninweHHs
MPOrHo3y.

Martepianu i meToAM AOCAIAKEHHA

HaBeneHo kniHiYHMIA BUNAZOK BNACHOMO CMOCTEPEXEHHS
xBopobu KactnemaHa B gutuHu 3 febOTOM y paHHbOMY
Billi, TPMBANMM aHaMHE30M NUXOMaHKW, NITMMBICTIO,
3aTPUMKOI0 TEMMIB POCTY, BUpaXeHuMM nabopaTopHumMm
03HaKaMu CUCTEMHOI 3ananbHol BiAMoBidi Ta CKNagHUM
[iarHOCTUYHIM MOLLIYKOM.

ISSN 2306-4145  http://zmj.zsmu.edu.ua 755



ISSN 2306-4145  http://zmj.zsmu.edu.ua

Case report

KAiHiYHMIW BUNapoK

Xnonumk Bikom 3,5 poku BnepLUe rocnitanisoBaHui y Big-
AiNeHHs AnTSYoi peBMatororii Ta ayto3anansHux 3axso-
ptoBaHb 1Y «IHCTUTYT nepiatpii, akylwepcTsa i riHekonorii
imeHi akagemika O. M. Jlyk sHoBoi HAMH Ykpaitu» yepe3 9
MiCSILLIB Big MoYaTKy 3aXBOPOBaHHS 3i CKapramu Ha nocTiiiHe
MigBULLEHHS TemnepaTypy 4o cybhebpunbHUX NokasHiKIB,
ocanrii, apTpanrii, NiaBULLEHY BTOMMKOBAHICTb, crabkicTb
(BinbLuy YacTUHy Yacy NPOBOAMB Yy NiXKKY), NPOpY3Hy MiThm-
BiCTb NMif YaC CHy, 3aTPUMKY TEMIIB POCTY B OCTaHHi MiB POKY.
[NoyaToK 3aXBOPHOBaHHS MaTu MOB’'si3yBarna 3 NepPeHEeCEHO
pecnipaTopHOo iHeKLieto, Lo nepebirana 3 Kawunem, nu-
XOMaHKo0, Hapani novanu TypBysaTu apTpanrii B npaBomy
MrIe40BOMY, MiBOMY HaamM ITKOBO-FOMINIKOBOMY, KOMIHHUX
cyrnobax, 3'SBUNINCL BUpaxeHa cnabkicTb, NiITNMBICTD,
0[IHOpa30Ba MISIMUCTO-NanyNb0o3Ha BUCUMKA.

NabopaTtopHo Bu3Haunnu nigeuilerHs LWOE po 63
mm/roz, aHemito (Hb 78—101 r/n), TpomGouwmTos 621 x 109/,
MOMIPHWIA aHI30LMTO3, MOWKINoLMTo3, niasuweHHs CPBb
(96-115 mr/n), ACINO (600 Og.), peBmartoigHoro aktopa
(P®) (18,7 MO/Mn); NpoKanbLWUTOHIH, aHTUHYKNeapHi aH-
Tutina (ANA) Ta HeipoHcneLmdiyHa eHonasa — B Mexax
pedepeHTHNX 3HaYeHb.

Lito cumntomaTtnKy 3axBOpIOBaHHS Nikapi 3a Micuem
MPOXWBAHHS XBOPOro BU3HAYMMK K BnacTusy GakTepi-
anbHin iHeKUii HeyToYHeHOT eTionorii, 3anisoaediunTHin
aHeMii, rocTpiit kponue'saHUi. MauieHT oTpuMaB Kinbka
KypciB aHTubakTepianbHOi Tepanii, npenapartis 3anisa,
nonisitaminie, ane 36epiraBcsa cy6debpunitet, apTpanrii,
3anuLwanmncb BUCOKAMM MOKA3HWKA CUCTEMHOI 3ananbHoi
gignosigi (LWOE — 56 mm/rog, deputuH — 516,87 Hr/mn,
CPB - 144,6 mr/n), P® — 16 MO/mn.

Hapani autayi iHeKLUioHICTH, reMaTonoru, peBMaTono-
I HEOAHOPA30BO KOHCYILTYBANM i CTaLOHapHO nikyBamnu
AWUTUHY B Pi3HUX MEANYHUX yCTaHoBaX YKpaiHu. Y pesyrb-
TaTi IHCTPYMEHTanNbHUX AOCTIIXEHb BUSBUAW exorpadivHi
03HaKu renarocnneHomeranii, Lo NOCUIoBaNnCs 3 YacoMm.
He BuaHaummm Y3 cumntomm natonorii M'akux TKaHuH
KOMIHHWX, HaAM ATKOBO-TOMISTKOBMX, KYTbLLOBUX, MPOMEHe-
BO-3am'sicTkoBuMX cyrno6i. MPT kpwxoBo-knybosux 3'ea-
HaHb 6e3 naronorii. Bukmniouunnu xnamigiiHy, Mikonnasmosy,
BIITiHdbekuii, He giarHOCTyBanm BipyCcHi renatuTy, cudinic.
BcraHosunu nosutusHi IgG go EBV, npusHaumnv kypey aH-
TMbaKTEpianbHKX Npenaparis, HECTePOiaHi NpoTM3anarnbHi
npenapatu, auuknosip — 6e3 NokpaLLeHHs.

3 aHamMHe3y XWTTS: AWTUHA BiZ APYroi BariTHOCTI,
TORCH y matepi (uuTomeranosipyc, repnec, Tokconnas-
MO03), Apyrux (idioNoriYHKX Nororis, Maca npu HapOMKEHHI
— 3700 r, goBxmHa Tina — 54 cm; nepebyBaB Ha rpygHOMY
BWrofoBYBaHHi 10 1,5 poKy, pic i pO3BMBABCA 3rigHO 3 BIKOM.
Tpasmu, onepallii 6aTbky 3anepeyyioThb.

B aHamHesi — yacTi pecnipaTopHi 3axBoptoBaHHs (¢ho-
nikynsipHa aHriHa, rocTpuii BPOHXIT, TOH3WNIT, afeHoIaKT),
poTaBipycHa iHdekuis. BakumMHoBaHWI 3a kaneHaapem,
ocTaHHs peakuis MaHTy 3 2 TO HeratBHa. Ha autaui
iH®beKLiT He xBopiB. [laHi peneBaHTHOrO aHaMHe3y: anepro-
MOTiYHWIA aHaMHE3 HEe BU3HAYEHO, CNaaKOBICTb OOTsKEHA
— 3aXBOpIOBaHHS CyrnobiB i LiykpoBui gjabeT 2 Tvny no
TiHiT 6aTbka.

Ha yac rocnitanisadii B BigaineHHs Temnepatypa Tina
37,6 °C, yacrota cepueBux ckopoyeHb — 108 ya./xB, yac-
TOTa AMxarbHUX pyxiB — 28 3a xBUNKHY, Maca Tina — 15 kT,

3pict — 97 cm (-1 curma), iHgekc macv Tina — 16 kr/m?,
CTaH guTWHK nig vac rocnitanisauii cepeaHbOTHKKNIA
BHACMIOOK iHTOKCUKALIIHOrO CUHOPOMY, apTpanrii. Xnomnumk
30yan1BWMIA, aCTEHI30BaHWI, LIBMAKO BUCHAXYETLCS. ANETUT
MOMIPHO 3HMXeHWI, BUGipkoBuit. LLIkipHi nokpusw Gnigi, un-
cTi, napaopbiTtansHi «TiHi». Cnn3osa 060M0OHKa pOTOrOTKM
poxesa, uncta. Murganukm Il cT., puxni, 6e3 HanboTiB.
MepudbepnyHi nimcoy3nu apidHi, 6e3donicHi, enacTuyHi,
HE cnasiHi 3 HAaBKOMNMULLHIMU TKaHWHaMu. B nerexsix gu-
XaHHs BE3VKynsipHe, XpuniB Hemae. CepLeBi TOHW 3BYYHi,
AnxanbHa apuTMisi, M'sKUiA CUCTOMIYHUIA LLIYM Ha BEPXIBL.
YKvBIiT M'sIKMIA, DOCTYNHUMIA IGO0kl nanbnadi, 6e36onicHui.
[NeviHka: npaBa YacTka nanbnyeTbes Ha 2,5 CM Big kpato pe-
6epHoi Ay, WinbHO-enacTUYHOI KOHCUCTEHLI, cenesiHka
nanbnyetbes 6ins kpato pebepHoi ayru. [liypes gocrarHi,
Aedekauis 1 pa3 Ha foby, BUNOpOXHEHHs 3abapsneHi, 6e3
naTonoriyHux JomiLLok. CyrnoboBMiA CUHAPOM BUSIBNISETHCA
K noniatpanrii 6e3 kniHiYHWX 03Hak apTpuTy: Cyrnobu npa-
BUMbHOI KOHADirypaulii, rinepmobinbHi, 6esbonicHi, Herapsi,
pyXu B MOBHOMY 06CS3i.

Mg yac nepebyBaHHs B cTauioHapi BUKMIOYMAN iH-
hexkuiHy natonorito (MikpoBionoriyHi LOCHMKEHHS KPOBi
Ta Cevi HeraTuBHi; CeponoriYHi 4OCHiMKEHHS Ha iEpCUHIO3,
ncesaoTybepkynbos, opyuensos, BIJl, RW HeratusHi;
KBaHTU(HEPOHOBWIA TECT HETaTUBHWIA), NEPBUHHI iMYHO-
pediunty (3okpema autoimmune lymphoproliferative
syndrome — ALPS), oHkoremaTonoriyHi 3axBoproBaHHs (3a
AaHUMK Mienorpami po3LLUMPEHHS MerakapioLmnTapHoro
pocTka, AUCMOE3 He BWSIBMIEHO, BU3HAYMMM MiLBULLEHUIA
BMICT nnaamouuTiB — 1 %, BiIHOCHA KiNbKiCTb GNacTHUX
knitvH — 0,8%), anba-theTonpoTeiH y Hopmi).

HesBaxatoun Ha Tepanito (aHTubakTepianbHy, AesiH-
TOKCUKALiHY), yTpUMyBanach KriHiyHa cumnromaruka,
HEe BUSBUMM MOKpaLLeHHs nabopaTopHNX MOKa3HMKIB.
Tak, 3bepiranacb aHemisi CepenHbOro CTYMEHs TSKKOCTI,
nigsuwenHs LOE — 63-72 mm/roa, piHs CPB — 130-207
mr/n, doeputuHy — 549 Hr/mn; BUsSiBNEHo 36inblieHHs IL-6
BLecTepo, a Takox [IHK EBV MNP (BykkanbHui 3ilikpi6)
- 1,64 x 10* koniii. Y pesynbraTi NaHeNbHOrO eK30MHOTO
CekBeHyBaHHS! (MaHenb NepBMHHOrO iMyHoaediLmUTY) B na-
6oparopii Invitae (CLLUA) BUSIBUNM reTepo3nroTHe HOCINCTBO
myTaii B rexi IRF8-¢.398TC (p.Val133Ala).

Mig yac Y3[ 3sepHynu yBary Ha MHOXWHHI Me3eHTe-
pianbHi nimgoy3nu poamipom Ao 15-20 MM, Wo manm
3BUYalHY CTPYKTYPY, B NapaymbinikanbHii AinsHLi — KOHro-
mepar niMdoBy3niB po3mipom 56 x 25 MM, HenpaBWbHOT
chopmu Ta 3 HEPIBHUMM KOHTYPaMW, 3HWKEHOT EXOTEeHHOCTI,
BTpaTol AndepeHLiayi wapis, HEOOHOPIAHO CTPYKTY-
poto, 3HAYHO MOCUNEHOK BacKynsipu3aaLjieto, BCTaHOBUIN
03HaKM BIiMbHOI pignHn y npasomy cnaHky — 10,2 Mm,
NOMIpHY renatocnneHomeranito.

Yepes HasiBHICTb kIiHiko-nabopaTopHMX 3MiH Ta
exorpadhiyHMX 03HaK nimaaeHonarii BUPILLMIN BUKOHa-
TV KOMIM'IOTEPHY TOMOTpadito rPYAHOI KNITKU, YepPEeBHOI
MOPOXHUHW, OpraHiB Manoro Tasa 3 BHYTPILLUHLOBEHHUM
KOHTpacTyBaHHAM. Y pesynbrati BusBunu KT o3Haku
Me3eHTepianbHOI nimdageHonarii, renatocnneHomeranii.
[ns BukmtodeHHs nimconponichepaTBHOM 3aXBOPIOBAHHS
3AIMCHUM TUMOBY Nanapockonito, Mig Yac Hei Ha KopeHi
Gpwi BUSIBUMM KOHIMOMepaT NiMoBY3iB i3 A0AATKOBO
nynbcadieto, NiMoBY30N BUGANUMN Ta 3LINCHAIN TiCTO-
noriyHe AOCnioKeHHs. 3a AaHUMKU NaToricTONOriYHOro
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[0CHiMKEHHS BU3HAUMMW HECMELMAIYHI 3MiHW, LLO OLIHAMK
AK peakTWBHI: rinepnnasito NiMMaTuyHoro Bysna 3 Benu-
KO KINbKICTHO Makpodbaris, 30KpemMa KCaHTOMHUWX KMiTUH,
30iAHEHHS CTPYKTYpy niMdaTyHoro Bysna nimdoigHnmm
eneMeHTamu.

Bpaxosytoun TprBany nnxomaHky, naboparopHi 03Haku
CUCTEMHOI 3anarnbHoi BignoB.iaj, niasuLLeHHs IL-6, renato-
cnneHomeranito, apTpanrii, Makyrnonanynb03Hy BUCUMKY,
OWUTVHI BCTAHOBMWIW NONEPEHiN AiarHo3: 1oBEHINbHNIA ifio-
naTU4HUI apTPUT, CUCTEMHWIA BapiaHT 3a kpuTepiamu ILAR
[20]. Mpu3Haumny roKOKOPTUKOIAHY Tepanito (MeTunnpes-
Hi30MOH Yy po3paxyHky 1 mMr/kr/aoby 3a NpenHi3onoHoM) Ha
1 micsiub. Hespaxatoum Ha nikyaHHs, 36epirascs cybde-
OpuniTeT, NnepioanyHUiA Binb Y HUKHIX KiHLIBKaX, MigBuLLEHA
BTOMITIOBaHICTb, CMabKicTb, Npodiy3Ha MiTNMBICTL Nig Yac
CHY, 3aTpUMKa TEMMIB POCTY, MiABMULLEHHS rOCTPOa30BUX
nokasHwikiB kposi (LUOE — 60 mm/roa, CPB — 200 mr/n), aHe-
Misi, TPOMGOLMTO3; criocTepirany HeratueHy Y3-auHamiky
YTBOPEHHS B YEPEBHIl MOPOXHWHI (puc. 7).

Bupilumnu 3giiicHnTv noTOpHY Bioncito niMgaTuiHoro
By3na. B ymoBax creLiianiaoBaHoro AMTSHOr0 OHKOMOMYHOrO
BifdineHHs HauioHanbHoro iHCTUTYTY paky BUKOHanu Big-

CFM 4 6.3 My ¥ 58%

OBP 11/1/2 NPC
ncr o c

LAS23 I

Puc. 1.Y cTpykTypi 6pwxi B napaymbinikanbHii AinsHui cnpasa BidyaniayeTbCst yTBOPEHHS 3Ha4HO
3HWKEHOI eXOreHHOCTI HenpaBuIbHOI (POPMM 3 HiTKUM, BYrpUCTUM KOHTYPOM, LLO Ma€e HEO[HOPIAHY
CTPYKTYPY 3 TOYKONOAIBHIMM Ta NiHIHUMM rinepexoreHHUMI BKITIOYEHHSIMY; Mif 4aC eHEPreTMYHOro
[I0NNEePIBCLKOrO KapTyBaHHS KPOBOTIK iCTOTHO MOCUNEHWIA, CYANHI XaOTUYHO PO3TALLOBaHI.

KpuTy GiONCito 3 BIUNYyYEHHSIM KOHrMomeparty NniMcdoBy3nis
(puc. 2, 3).

Pesynbrati naTtoricTonoriyHoro JOCHimKEHHS Me3eH-
TepianbHUX NiMOBY3NiB: Y NpenapaTax BUSBUM TKaHUHY
niMcbaTMYHOro By3na 3i 3Ha4YHO MOPYLLEHOK CTPYKTYPOIO.
BusHaunnn takox nooguHoKi onikynspHi CTPyKTypu,
GinbLUiCTb choniKymiB 3MEHLLEHOTO po3Mipy, € ApiOHi rep-
MIHaTUBHI LIEHTPW 3 03HaKamu Pi3KOro rianiHo3dy CyauH.
HaBKoMNo 3MeHLLEHUX repMiHaTUBHWX LIEHTPIB — MaHTiliHa
30Ha, B Sl KMITUHW PO3TaLLOBaHi SK KOHLEHTPUYHI Kona,
LLI0 CTBOPIOE «TapreToiaHi» CTpykTypu. Mix ummu doniky-
namMn BUSIBANM NapaKopTUKasbHi 30HM, B SKWX BU3HAYMUIN
BUpaXeHy rinepnnasito NicnskaninspHUX BEHYIT, LLO OTOYeHi
KMiTMHaMK Tuny Manvx niMcouuTie. Y TkaHWHi niMcoByana
ineHTudikyBanu ApibHi BorHuLLa ckneposy. 3a pesynsrarta-
MU iIMYHOTICTOXIMIYHOTO AOCHimKEHHS!, po3noain T- (CD3+)i
B- (CD20+) nimcbouwTis Bignosigae Hopwmi. B repmiHaTuBHUX
LieHTpax honikynis BUABUM Mepeski honikynsapHo-aeHapu-
TUYHUX KMITWH, NO3UTUBHKX Ha CD21. Takox y nimdoByani
BW3HAYMIV BYKE NOOLMHOKI Na3MaTuyHi KiTUHM, NO3UTUB-
Hi Ha CD138 i CD30. He BusiBUNM KNiTUHW, NO3UTMBHI [0
HHV-8. Taki pesynbtatv ganu nigctasm Ans BCTAHOBMEHHS
0CTaTO4HOrO AiarHo3y — rianiHOBO-BaCKyNAPHUI BapiaHT
xBopobu KactnemaHa.

Micns pagvkanbHOro BWAaNeHHs KOHrmomeparty
Me3eHTepianbHUX niMmaTyHuX BY3niB cnoctepiranu
LIBKAKY (MPOTAroM 2—3 HIB) NO3NUTHUBHY AWHAMIKY, @ came
NOBHY HOpMani3aLito TemnepaTypy Tina Ta nabopaTtopHuUx
nokasHwkiB. Mig yac KaTaMHECTUYHOTO CMOCTEPEXEHHS
(4epe3 8 micauiB) camonouyTTs AUTUHW 3af0BiflbHE,
eni3ofiB MiaBULLEHHS Temnepatypu Tina He Gyno, na-
60opaTopHi NOKa3HWKKM KPOBI, B TOMY uuchi IL-6, y Hopwmi,
nigBuLMNAack 3aranbHa akTUBHICTb AUTWUHW. 3aiicHUNN
pO3LUMPEHy BaKLMHaLilo — 6e3 ycknagHeHb. Y naujieHTa
36epiraeTbCsi METEOYYTNUBICTb — HEYACTi apTpanrii B
KOMIHHWX, MPOMEHEBO-3am ACTKOBUX Cyrnobax npu 3miHi
norogy 6e3 HabpSKOBOro CUHAPOMY Ta NOPYLUEHHS OYHK-
uii. 3acbikcyBanu 3binbLueHHs Macu Tina (+2,5 kr), 3pocty
(Ha 5 cm). Xnoneub nepebyBae nig CNOCTEPEXEHHAM Y
JNTSYOrO OHKOremarorora Ta peBMatoriora.
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Puc. 2. KoHrnomepar ypaxeHnx nimatnyHux By3nis y CTPYKTYpi Gpuxi.

Puc. 3. Bupanenuii koHrnomepart nimdoy3nis.

BucHoBKH

1. OcobnvBiCTb ONMCaHOTO BUNaZKY — paHHil Ae6HoT 3a-
XBOPIOBAHHS B AUTUHU 3 NEPCUCTEHTHO EnwwTeliHa—bapp
BIpYCHOIO iH(peKLieto, 3 NepeBakaHHAM IHTOKCUKALIIHOTO,
CyrnoboBoro CMHAPOMIB, 3aTPUMKOK TEMMIB i3NYHOrO
posBuTKy, 6€3 abgomiHanbHMX NposBiB Nimdonponidepa-
TWBHOTO CYHZPOMY, @ TaKOX LUBMAKA MO3WTVBHA BiANOBIAb
Ha pagukanbHe XipypriyHe nikyBaHHS.

2. Mpw TpuBanux nmxoMaxkax nig vac Y3[ yepeBHoi
MOPOXHWHM Ta 3a04EPEBUHHOMO NPOCTOPY 0BOB'SI3KOBO
Tpeba 3miNCHIOBATY CKpUHIHT NiMcbaTyHKUX By3niB. Y3[1 Mae
BMCOKY AiarHOCTUYHY LIiHHICTb, JOCTYNHE ANS AiarHOCTMKM
nimconponichepaTBHUX 3aXBOPKOBAHb MPW BiANOBIAHIl
kBanicikaLlii Ta HaCTOPOXeHOCTi nikaps 3 (YHKLIOHANBHOT
[iarHOCTUMKN.

3. XBopoby KactnemaHa HeobxigHo Bknoyatv B fia-
THOCTUYHMI MOLLYK, SIKLLO BUSIBNEHO CUHZPOM nimdaae-
HonaTii. «30M0TUI CTaH4ApPT» OiarHOCTUKW — eKCLUM3inHa
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Case report

6ioncis 3 iMyHOriCTOXIMIYHAM JOCTiMKEHHSIM. Buknukae
TPYAHOLL MOXIMBA BiACYTHICTb CrELMMIYHNX naTonoriv-
HUX 3MiH Y CyCiaHiX MiMaTUYHKX By3nax i Npy NyHKLAHIN
6ioncii; Lie 3ymoBntoe HeOOXIQHICTL pagvKanbHOro Xipypriy-
HOrO BTPYYaHHs! 3 BUAANEHHSM BCIX ypaXeHWX BY3NiB, LLO
niaTBEPIXKEHO BiZOMOCTSAMU (DaxoBoi niTepaTypyl.

4. MNpu xBop0o6i Kactnemana iHkonu B13HavakoTh rete-
PO3UrOTHE HOCICTBO MyTalLii B reHi perynsaTopHoro gakto-
pa inTepdepoHy (IRF8). Moxnunso, HasiBHICTb Ll MyTaLii
B AUTVHM CNIPUYMHUNE BUHMKHEHHS XBOpobYM KacTnemana,
TOMY Lie NoTpebye NPOAOBXEHHS AOCTIMKEHb.

5. CBoevacHa AiarHocTvika Ta nikyBaHHs HeoOxiaHi ans
3anobiraHHs NporpecyBaHHio nimdonponidepaT1BHOMO
npoLiecy Ta MOXMMBOCTI MOro MasirHisadii.
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