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Yneple B YKpaiHi onncaHo KniHi4HuiA nepe6ir, 0cO6NMBOCTI AiarHOCTUYHIUX 06CTEXeHb Ta TPYAHOLW y Bepudikalii xsopobu Epareiima—ectepa (XEY)
y 13-piyHoi giB4ynHKK. XBOpo6a fe6roTyBana 3 apTpuUTiB NPaBOro KOMiHHOrO Ta NPaBoro roMinkoBO-CTOMHOMO Cyrno6is. 3rofom 3'aBunaca cnabkicTb y Horax,
HaKyNbryBaHHsA, AUTWUHI CKNagHo 6yno nigHATUCA cxodamu. MMif 4ac MarHiTHO-pe30HAaHCHOI ToMorpadii ronoBHOr0 MO3KY B Cynpa-, iHTpaTeHTopianbHii Ta
BHYTPILUHbOMO3KOBIil AiNAHKAX BUABNEHO YUCIIEHHI BOTHWULLEBI YPOKEHHA KOPK, 6inoi MO3KOBOI Pe40BUHI 060X NiBKY/b FOIOBHOMO MO3KY i JiBOi remicchepu
M0304Ka. Hepes 8 Mmic Bif No4aTKy NepBUHHUX CKApr BUABNIEHO HUDKHINA B'ANWiA napanapes, 3MillaHWii nape3 npasoi PyKWU, aTaKTUYHWA CUHAPOM, He Morna
CTOATY Ha ManbuUsAX Hir. 3a JaHUMKU KOMN'IOTEPHOI TOMOrpadii BUSBMEHO NOLUMPEHE BOTHULLEBE YPAXEHHS KiCTOK, LEHTPanbHOI HEPBOBOI CUCTEMM, Y TOMY
4UCNi TONIOBHOTO MO3KY, 060/0HOK CMUHHOIO MO3KY, YepenHiX HepBiB, KOPIHLIB i CTIMHHOMO3KOBWX HEPBIB, a TAKOX NIereHb, NeyiHKuW, NigWnyHKOBOI 3a103M,
HUPOK, a6A0MIHANbHNX NiM(ATUYHUX BY3MiB, 04EPEBMHM, MATKW, MiXBW, FPYOHWUX 3aN03; BUABAEHO CLUMHTMrpacdiiyHi 03HAKM AUCDY3HOTO YPAXKEHHS KICTOK
yepena, xpe6Ta, Tasy, TpybyaTUX KicTOK KiHUiBOK. [liarHo3 XEY y AiBYvHKM BepucikoBaHO 4epe3 9 Mic micnsa nosBM NEPBUHHUX CKapr 3a [OMOMOrow
TiCTONOrYHOr0, IMYHOrICTOXIMIY4HOTO Ta MOMEKYNSAPHO-TeHETUYHOr0 JocnimKeHb. [icTioumTapHi KNiTMHW 6ynu no3WTUBHI A0 aHTureHis CD68 i CD14,
a HeratueHi — o CD1a, CD207, S-100 i BRAFV600E.

3a peaynbratamMu BNaCHOr0 CNOCTEPEXEHHS, 3a3Ha4eHa NaTonoris MoXe 3ycTpivaTucs B AUTAYOMY Billi B 0CI6 XiHO4Oi cTaTi. PifKiCHICTb LibOr0 3aXBOPHOBAHHSA
Ta Pi3HOMAHITHICTb KNIHIYHWX | NATONOriYHMX 0COBNNBOCTEN € NPO6AEMOI0 AN KAIHILMCTIB Ta NaTonoroaHatomis. [liarHoCTMKa XBOpPO6M € YCKNagHEHO
Ta TPWUBASNOK HABITb 3 YMOBM 3a/ly4eHHs LUNPOKOro Kona (paxisLiB i Pi3HOMAHITHUX METOLiB 06CTEXEHHS (YNbTPa3BYyKOBOrO LOCMIIKEHHS, PEHTTreHorpadii,
MarHiTHO-pPE30HAHCHOI | KoMn'toTepHoi Tomorpadii). Cnogisaemocs, L0 03HANOMIEHHS 3 LWINPOKUM CMIEKTPOM NaTonoriYHnx o3Hak XEY, onucaHux y ubomy
MOBIJOMIIEHHI, JONOMOXE MPAKTUKYKYMM KITiHILMCTAM Ta MatofioroaHatomam AiarHoCTyBaTit XBOPOOY HA PaHHIX CTafifx 3axBOPHOBAHHA Ta edeKTUBHO
Hajasatu (haxoBy MeAuUyHy AONOMOrY TakuM nauieHTam.

[locnigxeHHs BUKOHAHO BiANOBIAHO A0 NpuHLUMNIB MenbCiHCbKOi Aeknapayii. Ha npoBeAeHHs AOCAIMpKEHb 0TPUMAHO iHGOPMOBaHY 3rody 6aTbKiB AUTUHW.
ABTOpPU 329BNAKOTL NP0 BIACYTHICTb KOHMAIKTY iHTEPECIB.

Knioyosi cnosa: xsopo6a Epareiima—4ectepa, rictioyntos, AiTH, ricTONOM4YHE AOCNILKEHHS.

Disseminated form of Erdheim Chester's disease. Clinical case
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For the first time in Ukraine, the article describes the clinical case, features of diagnostic examinations and the difficulty of the verification of Erdheim—Chester
disease (ECD) of a 13-year-old girl. The disease debuted with arthritis of the right knee and right ankle joints. Subsequently, there was weakness in the legs,
limping, it was difficult for the child to climb the stairs. Magnetic resonance imaging (MRI) of the brain in the supra-, intratentorial and intracerebral areas
revealed numerous focal lesions of the cortex, the white medulla of both hemispheres of the brain and the left hemisphere of the cerebellum. 8 months after
the initial complaints, she was diagnosed with lower flaccid paraparesis, mixed paresis of the right hand, atactic syndrome, she could not stand on her toes.
Based on the results of computer tomography (CT), a widespread focal lesion of the bones, the central nervous system (including the brain, membranes of the
spinal cord, cranial nerves, roots and spinal nerves), lungs, liver, pancreas, kidneys, abdominal lymph nodes, peritoneum, uterus, vagina, mammary glands.
Scintigraphic signs of diffuse lesions of the bones of the skull, spine, pelvis, tubular bones of the extremities. After 9 month after the appearance of primary
complaints the ECD diagnosis was confirmed using histological, immunohistochemical and molecular genetic studies. Histiocytic cells were positive for anti-
gens CD68 and CD14, and negative for CD1a, CD207, S-100 and BRAFV600E.

Our observation shows that this pathology can occur in childhood of a female person. The rarity of this disease and the variety of clinical and pathological features
are a problem for clinicians and pathologists. Diagnosis of the disease is difficult and long even with the involvement of a wide range of specialists and various
examination methods (ultrasound, radiography (RTG), MRI, CT. We hope that familiarity with the wide range of pathological changes in ECD described in this mes-
sage, will help practicing clinicians and pathologists diagnose disease in the early stages and effectively provide professional medical care to such patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained for conducting
the studies.

No conflict of interest was declared by the authors.
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BrepBble B YKpanHe onucaHbl KNMHUYECKOE TeveHue, 0COOEHHOCTW AMArHOCTUYECKUX WCCNEeA0BaHMA U TPYAHOCTW Bepudmkaumy 601e3Hn dpareima—
Yectepa (X34) y 13-netHeit neBouku. bonesHb AebloTMpoBana apTputami NpaBOro KOMEHHOrO W MpaBOro rONEHOCTOMHOro CycTaBoB. Bnocnedctsuu
nosBMnachL cnabocTb B HOrax, NpUXpamblBaHne, pe6eHKy TPYAHO ObI0 NOAHATLCA MO NeCTHUUE. [P MarHUTHO-PE30HAHCHOW TOMOrpacdum rofoBHOr0 Mo3ra
B Cynpa-, UHTPATEHTOPMATIbHbIX U BHYTPUMO3rOBbIX 0611aCTAX ONpeAeneHbl MHOTOYNCIIEHHbIE 04aroBble MOPAXEHNS KOpbI, 6eN10ro MO3roBOro BeLlecTa 0601x
MONyLUAPUIA FONOBHOMO MO3ra W NeBoii remucdepbl Mo3xedka. 1o ucteyeHun 8 Mec ¢ MOMEHTa NOSBNEHUS MEPBUYHBIX XKanob AMArHOCTUPOBAHbLI HUXKHUIA
BANbIA Napanapes, CMeLUAHHbIA nape3 NpaBoii pyKW, aTaKTU4ECKUA CUHAPOM. [leBoYka He MOrna CTOoSTb Ha nanbuax. 10 pesynbratam KOMMbOTEPHON
TOMOrpacdoum 06Hapy>XeHo pacnpoCcTpaHeHHOe 04ar0BOe MOPaXEeHWe KOCTEM, LEHTPanbHOM HEpPBHOW CUCTEMbI, B TOM YMCie FONIOBHOrO M03ra, 060/104eK
CMMHHOTO MO3ra, YepenHbIX HepBOB, KOPELIKOB M CMMHHOMO3rOBbIX HEPBOB, a TAKXE JNErkuX, Ne4eHu, NOMKENYA04HON XKenesbl, NoYeK, abA0MUHANbHbIX
NUMATUYECKNX Y3N0B, OPIOLLMHBI, MaTKU, BRaranuila, MOMOYHbIX XENne3; BbIBEHbl CLUMHTUrpadpuyeckue npuaHakum Aucpy3HOro nopaxeHus KocTeil
yepena, NO3BOHOYHMKA, Ta3a, TPYBUATLIX KOCTEN KOHeYHOCTel. ImarHo3 X34 BepuduLmpoBaH no nctedeHnn 9 Mec nocne NOsBNEHUS NEPBUYHBIX Xanob Ha
OCHOBAHWMW TUCTONOMNYECKOr0, MMMYHOTMCTOXMMUYECKOTO U MOMEKYNAPHO-TEHETMYECKOr0 MCCNEeA0BaHNA. [CTMoUNTapHbie KNETKN ObINN NMONOXKUTENbHbIE
OTHOCMTEeNbHO aHTureHos CD68 n CD14, otpuuarensHbie — CD1a, CD207, S-100 n BRAFV600E.

Mo pesynbTatam CoO6CTBEHHOMO HABMIOAEHNSA, AaHHAS NATONOrMA MOXET BCTPE4aThCs B AETCKOM BO3PACTE Y WL, XEHCKOro nona. PefkocTb 3T0ro 3a60/eBaHus
1 pa3Hoo6pasne KNWHWUYECKMX W MAaTONOrMYecKnX 0COGEHHOCTel ABMsieTcs npo6neMoit Ans KIMHWLMCTOB M MaTtofnoroaHatomMoB. [uarHocTuka 60ne3Hu
ABNAETCA 3aTPYAHUTENbHOI, HEB3WPas HA MPWUBMEYEHWE LUMPOKOTO Kpyra CMeuManncToB W pasnuyHbix MeTogoB o6cnepoBanus (Y3W, PTI, MPT, KT).
Mbl Hageemcs, 4T0 3HAaKOMCTBO C LUMPOKUM CMEKTPOM MaToNOrMYecknx n3meHeHuin npu X34, onMcaHHbIX B 3TOM COOOLLEHMIA, MOMOXET MPAKTUKYHOLAM
KMUHWLMCTAM 1 NATONIOroaHaToMaM AWarHOCTUPOBaTh 60M1€3Hb HAa PaHHWUX CTaguax 3ab60feBaHMs, 4TO MO3BOMNT 0KasblBaTb 3((EKTUBHYIO
NPOheCCMOHANBHYI0 MEAULMHCKYHO MOMOLLb TaKUM MaLUeHTam.

iccnepnoBanne BbINONIHEHO B COOTBETCTBUM C MPUHUMNAMU XeNnbCUHKCKOW [eknapauuu. Ha npoBefeHWe MCCrefoBaHWi NONy4eHO WH(OPMUPOBAHHOE

cornacue poautenei peGeHka.
ABTOPbI 3aABNSAIOT 06 OTCYTCTBUI KOH(DIMKTA MHTEPECOB.

KnioyeBblie cnosa: 60ne3Hb Ipareiima—ecrepa, rucTuoLmuTo3, AeTH, MMCTONOMMYECKOE UCCEA0BaHNE.

Beryn

XBopo6a Epareiima—Yecrepa (XEY) —
1le pijIKicHe 3aXBOPIOBaHHS 3 TOJiOpTaH-
HUM YPQKEHHSM 1 HECIPUSTINBUM ITPOTHO30M,
sgKe HAJeKUTh 0 TPYNH He-JaHTePTaHCOKJITHH-
Hux ricrionuTosdiB [36-42,56,57,65-67,69,75].
[TaTorenes Ta erioJioris 1i€i naroJorii He 3'scoBa-
Hi. [l1s1 3a3HavyeHoi XBOpoOM XapakTepHa KCaHTO
rpaHyJieMaTto3Ha iH(MIAbTpaIis Pi3HUX TKAHWUH
MHUCTUMU TicTionuTaMu, KjiiTuHamMu TyToHa,
knaciB CD68+, CD1a-, 3ycTpivuaerbcsi HEYACTO
no3utuBHU pesyabrat S100 [27]. Kuiniuna mpe-
3€eHTallisl 3aXBOPIOBAHHS 3aJI€5KUTh BiJjl IIOIIUPEHO-
CTi ¥ TSKKOCTI OPTaHHUX ypakKeHb. 3aXBOPIOBAH-
Hsl 31e0iJbIIOro AiarHOCTYEThCS B IIAIi€HTIB
BikoMm 40—-70 pokis [27], 3a3BUyaii criovyaTrky ypa-
KY€ KICTKH, ajie MoKe — OyAb-sKHil OpraH i TKa-
HUHU 3 PI3HOMAHITHUMM KJIHIYHUMU TTPOSIBAMH,
3 KOJIUBAaHHSIMU Bijl GE3CMMITOMHUX /10 MYJIbTH-
cucteMHUX (HOPM, 3arPO3JIUBUX KUTTIO MAIIEHTIB
[5,26,37,38,46,51,52,55,60,65,67,69,74,79].
Kuiniuauit mepebir 3aXBOPIOBaHHS 3YMOBJIIOE
TPYAHOIII JIarHOCTYBaHHSI, TOMY HEPIJIKO Talli€H-
TH TIPOTSITOM TPUBAJIOTO Yacy KOHCYJIbTYIOThCS
B Garatbox creriamicti. Omuc BJAaCHOTO KJIiHIY-
HOrO BMIAJKY JacTb 3MOTY 3BEpHYTHU yBary
Ha MoOXkJuBicTh po3BuTKy XEUY, mnonectu 10
MEJIMYHOI CHUIBHOTU aKTYyasJbHI BiJOMOCTI TIPO

xBopoOy, ocobiuBocTi ii mepebiry, OCKiIbKH
HeoOI3HAHICTh YaCTO 3YMOBJIIOE HENPAaBUJIBHICTD
1 HeBYACHICTb BCTAHOBJIEHHS /IIarHO3Y.

[ocikeHHd BUKOHAHO BiJITOBIHO /10 TIPWH-
mumiB lenmbciacbkoi aexmapartii. Ha mposenents
JOCTIKEHb OTPUMAHO iH(MOPMOBaHY 3rojy GaThb-
KiB IMTUHMU.

Kiiniyunii Bunamaok

JliBumHka BikoM 13 pokiB ymepiie y BepecHi
2020 poxy 3BepHYyJIacs Ha KOHCYJIbTAIIIIO 10 TUTS-
yoro remarosiora KHII JIbBiBcbKOI 06acHOT paau
«3axiTHOYKPATHCHKUH CITeTiali30BaHIi AUTSINIA
Meanunuii meaTpy> (KHIT JIOP 3Y C/IMI).

3 aHaMHe3y BiJJOMO, 110 XBOpPIi€ 3 TPYyAHS
2019 poky, Kosu 3'aBUIACS TPUITYXJTICTh TTPABOTO
KostiHa. Y TepHOmiIbChKil 06 IacHii AUTdiil KJri-
HIYHIN JiKapHi IUTHUHI iaTHOCTOBAHO apTPUT TIpa-
BOTO KOJIIHHOTO Ta TIPABOTO TOMIJIKOBO-CTOITHOTO
cyrio6iB, acoliiioBaHUNl 3 aHTUHYKJIEaPHUMU
antutisamu  (Antinuclear — antibody, ANA),
CUH/IPOM BPOJIKEHOI IUCTIJIA3ii CIIOJTYyYHOl TKaHU-
HU, TJI0CKOBAJIbIYCHY Ae(OopMallilo CTOII, JiBOOIY-
Huil kiockomios I cr. Ilix yac mabGopaTopHUX
00CTeKEeHb BUSIBIIEHO AaHEMIIO JIETKOTO CTYIEHS,
HeNTpodibo3, 3HAUHE MiABUIIEHHS MIBUIKOCTI
ocimannss eputporutis (IIIOE). Y 3arambrOMY
anaumizi kposi (3AK) BcTaHOBJIEHO TaKi TTOKAa3HU-
ku: epurporutu (Ep) — 3,99 T/x, remoriobin
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KATHIYH BUITAAOK

(I'e) — 109 r/n, neiikorutu (Jle) — 6,8 r/m;
JlefikonuTapHa (hopmyJia: TaTuIKOsepHi HeHTpo-
dbimn () — 6%, cermentosigepui (¢) — 57%,
6azodinbai (6) — 0%, eosunodinabhi (e) — 1%,
aimbonntu (1) — 28%, monomutu (M) — 8%,
tpombotute (Tp) — 434 v/n, IITOE — 30 mm/rox.
bioximiuauit amamiz xposi (BAK): amaminamino-
tpancdepaza (AJIT) — 12,6 MO/, acnapraTami-
notpaHcdepasa (ACT) — §4 MO/, 3aranpHuii
6iipy6in — 5,1 MrMoJIb /11, amiziaza — 32,5 MO/,
sarajibumit 610K — 54,4 r/1, anbOymin —
54,9%, mporeinorpama: ot — 5,3%, o2 — 10,5%,
B — 154%, v — 13,8%, makrarmerizporenasa
(JIAT) — 81,3 MO/x, Ca — 2,25 mMoJib/1I,
P — 1,97 mmonb/n, nyxkua docdaraza (JID) —
169,2 MO/n, K — 4,4 wmmoap/n, Na —
140,0 Mmosb/7N, cedyoBUHA 5,9 MMmoIIB /11,
kpeaTuHid — 53,0 MKMOJIb/JI, c€90Ba KHCJIOTa —
166,0 mMxmomb/m, 3a7i30 CHUPOBATKU KPOBI —
21,2 mMxmosb/n1, deputn — 129 Hr/mur, aHTUHY-
kreapHi aaTutinia (ANA) B tutpi 1:320, HLA B27 (),
C-peakrusnuii 6iok (CPB) — 9,0 mMr/mi, Kpea-
tundochokinaza (KOK) — 38,6 mxmoss/.
[Tix wac ympTpasBykoBoro pociipkerts (Y 3/1)
BUSIBJIEHO O3HAKU OYPCUTY IMPABOTO TOMIJIKOBO-
CTOTHOTO Cyr06a Ta TEeHJIOBATIHITY MeIialbHOTO
3B'sI3KOBOTO KOMILJIEKCY, TOTOBIIEHHS CHHOBIAJb-
HOi OOOJIOHKH /0 5 MM, O3HaKM CHHOBIiTY Ta
TEeHIOBariHiTy KOJiHHOTO cyriaoba. Ha penrtreno-
rpadii (PTT) rominkoBo-ctonuux (puc. 1)
i KOJMMHHUX Cyry06iB Y ABOX TPOEKIIISX KiCTKOBO-
JIECTPYKTUBHUX 3MiH He BCTaHOBJIEHO (puc. 2a, 26).

Exoxapaiorpadis (Exo-KI') y Hopmi. PeBmaro-
JIOTOM TPpU3HAaY€eHO BoJbTapeH. OCKiJIbKY Teparrist
BOJIbTapeHOM OyJia Hee(eKTUBHOW, PEKOMEHIO-
BaHO MarHiTHO-pe3oHancHy ToMmorpadio (MPT).
[Tix wac MPT mpaBoro koJiHHOro cyrioba
(28.12.2019) BugBIEHO TMISAMUCTI TiJSHKA
3HIKeHHS MP-curnamy Biji KiCTKOBOTO MO3KY
niadiziB Ta emidiziB CTETHOBOI, MaJOTOMIJIKOBOI
Ta BEJUKOTOMIJIKOBOI KIiCTOK, SKi iHMIJIBTPYIOTH
KICTKOBHII MO30K OIMCAHMX KiCTOK CyOTOTAIbHO.
Inentmunuit  ocepenox 3mian MP-curnany
BiJl KICTKOBOTO MO3KY BHU3HAY€HO B HIKHBOMY
MOJIIOCT HAJIKOIIHHUKA. Y CYOXOHIPaIbHUX BiTi-
JlaX MeJiaJibHOTO BUPOCTKA CTETHOBOI KiCTKU
BUsBJIEHO Teorpadiunoi GopMu IJISHKY 3MiHU
MP-curnany 3 4iTKMMU HEpPiBHUMU KOHTYpamH,
poamipom 17x17 mwm. Ilomi6ui mingHKM 3MiHK
MP-curHany BUSBJIEHO B IEHTPAIbHUX Bijilijax
JlaTepaJibHOTO BUPOCTKA CTerHOBOI KicTku. CyTJio-
6oBUiT Xpsitl 36€peKeHOT TOBIUHM, XapaKTepH-
crukn MP-curnany He 3MmiHeHi. IHIIKMX 3MiH
He BiJIMiu€eHO.

|

Puc. 1. PeHTreHorpacdisi npaBoro romisikoBo-CTOMHOro cyrno6a

Bucnosox: [ludysne ta wmynabptudoraibHe
iH(piTbTPATUBHE ypaskeHHST KiCTKOBOTO MO3KY
CTETHOBOI, BEJIMKOTOMIJIKOBOI Ta MaJIOTOMIiJIKOBOI
KiCTOK. ACenTHYHWI HEKPO3 MelialbHOTO BUPOCTKA
CTETHOBOI KiCTKH, iH(PAPKTH KICTKOBOTO MO3KY JiaTe-
PaJIbHOTO BUPOCTKA CTErHOBOI KicTku (puc. 3a, 36).
3arijio3peHo  3aXBOPIOBAHHSI CUCTEMU KPOBI.
Criocrepiranacst IUTSYUM FeMaTOJIOrOM 32 MiclleM
MTPOKUBAHHS.

27.01.2020 Burkonano osropuo Y 3/ i BusgBIIE-
HO O3HAKWM 3HUKHEHHS TiaJiHOBOTO XPSIa MMPaBo-
r0O KOJIIHHOTO CcyTJI06a Ta TeHA0MaTii maTtepasbHO-

Puc. 2 a, 6. PeHTtreHorpadis KofliHHMX cyrno6is

ISSN 2663-7553 Modern pediatrics. Ukraine 2(114)/2021 69



Yntamte Hac Ha cawnTi: http://med-expert.com.ua

a3

Juy 102007 F 19122812

DFOYW: 220 x 22 0cm

80 @Cob

Mag: 1o

ET:1
TR:5dM0
TE:&00
Extrem Hy

L Otk Tirp
K:DCH £ LD

DFOY: 180% 13 0cm

Puc. 3. MPT: a) naaMmucTi ginsHku, 3HmwkeHHa MP-curnany B T1-
peXxumi Bif KiCTKOBOro MO3Ky fiadpidiB Ta enigisiB CTerHosoi,
MasiorominkoBOi Ta BEJINKOrOMINKOBOI KIiCTOK; 6) [HiNsiHKK
KinbLenofioHoi copmu TpabekynsapHOro HabpsKy KiCTKOBOro
MO3KY Yy BUANMUNX KiCTKax KOMiHHOro cyrno6a

r0 3B'sI3KOBOTO KoMILTeKcy. Y Oepesti 2020 poky —
KarapaJjbHi SIBUINA, O3HAKU FOCTPOTO PecIipaTop-
HOTO 3axBOploBaHHsS, cyOGeOpuabHa Tapsdyka
(37,6°C) nporsirom 3 xi6. Cran, Ha 1yMKy OaTbKiB, —
cTabinbHUI.

Y uepsui 2020 poky 3'sBuiacst ciraOKicTh
y HOrax, He OYJIO CUJIM THIHSATUCS CXOAaMU. 3ro-
JIOM TIoYaJjia HaKyJbryBatu. PekomeHnjoBana pes-
Matosiorom PTT KicTOK Ta3y Ta KyJbITIOBUX CYTJIO-
6iB i3 BiIBEJICHHSM Y KYJIbIIOBUX CYrJ00ax maTo-
gorii He BusiBuiaa (puc. 4a, 46, 48). BusHaueno
TOPMOHHU IUTONOAIOHOT 3amosu: aHTu-TIIO,
BisbHUMt T3, BisbHUN T4 — y HOpMi, He3HAYHE
nigBuinienHs tupeorpornHunit ropmon (TTT) —
4,63—-4,94 MMO/n (nopma — 0,4—4,0). Y 3AK:
nigsuiiere [IIOE — 21 mm/rox, Jle — 6,65 1/,

Puc. 4. PenTrenorpadis: a—0) KynblOBOro cyrno6a y BifBeleH-
Hi; B) KICTOK Tagy

Ep — 4,37 T/n, T6 — 117 v/n, cepenniii BMicT
remorsiobiny B epurpoiuti (MCH) — 26,8 r,
cepeHs KOHIIEHTPAI[isl reMOorIo0iHy B €PUTPOLIM-
Ti (MCHC) — 31,1 v/, cTanapTHe BiXuJIeHHS
posmoiny epurporuTis 1m0 06'emy (RDW-SD) —
47,2 fl, cepenniit 06'em Tpombonutis (MPV) —
9,5 fl, meitrpodimm — 47,2%, 1 — 43%, e — 2,4%,
6 — 0,3%, monouutu — 7,1%; 25-rigpokcuBiTamin
D (25(OH)D) — 27,22 ur/mu (nopma >20); ANA —
1:320, peemaroinauii paktop (RF) aBroanTuTiia
IgA — 0,17, RF aBroanTtutisna IgG — 0,1, RF aBTo-
antutina [gM — 0,66, ukIiYHUI TUTPYJITHOBU
nentuy antutinia 1gG (A-CCP) — wmenme 8§,
A-CCP — wmenme 8; BIJI/CHIJI ne BusBIeHO;
Anti-Toxo-1gG 4,99 MO/mu, HBsAg —
0,29, Anti-HCV IgG — 0,22, Anti-Echinococcus gr.
IgG, IgA, IgM — 0,2.

KoncysipTOoBaHa HEBpPOMATOJIOTOM 1 HEHPOXi-
pyprom, pekomensioBano MPT rosoBHOTO MO3KY
(I'M). [Tig vac MPT I'M i3 1oBeHHUM KOHTPACTY-
BansaM (14.06.2020)BusiBiIeHO MHOKUHHI YTBOPH
KOPTUKAJIbHO/CYOKOPTUKANIBHO B 000X MiBKYJISX
I'M i niBi#i miBKyJli MO30YKa, a TAKOXK Yy JIJISTHII
Hi’KKH Tinodiza, B 060X MOCTO-MO30YKOBHUX KyTax;
y mpoekiii 111, V, VII nap udepenHo-Mo3K0BUX
HepBiB, TBepiil 060JIOHII Haj IpaBoio remicde-
poto I'M Ta y mpasiii J00HiiT KicTiti. Pe3yabraTu
TPAKTOBAHO, SIK IIPOSBU TiCTIONUTO3Y KIAiTHH JlaH-
repranca. Ha MPT mwitnoro Bimminy xpeOta
Bi3yasli30BaHO YTBOPEHHSI MPAaBUX MiKXPeOIIeBUX
nwepsis C5, C6, C7, Thi1, mapaseprebpanbHux
M'SIKUX TKaHWH 371iBa Ha piBHi Th1-2. MuoKUHHI
BY3JIUKHU Y BepXiBKax 000X jierenb. [{udepeniiaris
MK TiCTIONUTO30M i3 KJIiThH Jlanrepranca Ta mpo-
gBaMu (hbaKoMaTo3y, BTOPUHHOTO YPa’KeHHS II€H-
tpasbHOi HepBoBOi cuctemu (ILTHC) i kicTkoBOTO
MO3KY Xxpe0IiiB i rpyaunu (puc. 5a, 50, 58, 5r).

[uTuHi npusHayeHO JIIKyBaHHS TPEHI30J0-
HOM yruponosxk 5 mi6. Cran mosminmuscst. Peko-
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Puce. 5. MPT: a) yTBOpY 3 NaTONIONYHUM HAKOMUYEHHAM KOHTPAcTHOI pe4oBuHK (KP) TBepot0 060M10HKOK Crpasa, y AifdHLi narepans-
HOi 60OpO3HM 3niBa Ta B AinAHUi V 4epenHo-MO3KOBOr0 HepBa CNpasa; 0) MHOXWHHI YTBOPWU 3 NATONIONYHUM HaKonu4yeHHsm KP
y remiccpepax 'M; B) yTBOpM npasux Mixxxpe6Lesux HepsiB C5, C6; r) reTeporeHHiCTb CTPYKTYPU/ypaXKeHHs KiICTKOBOr0 MO3KY LUMAHUX

Ta BUAMMUX TPYAHUX Tin Xpebuis

MEH/IOBAHO TiCTOJIOTIUHE JIOCHTizKeHHs. [[iBUnHKY
HEOJIHOPA30BO KOHCYJIbTOBAHO PI3HUMU CIIelliali-
CTaMU, ajie OCTATOYHOT'O J[iarHO3Y He BCTAHOBJIEHO.
[Tixg vac moBropuoi KT (matmBHOI), TTpOBeneHOI
03.07.2020, BusBIIEHO MHOKWHHI BY3JIUKU JIET€Hb
y KOMILJIEKCI 3 MHOKUHHUM OCTE€O00JIaCTUIHIM
YPaskeHHSIM TiJI TPYAHUX 1 MOMEPEKOBUX XPeOIliB,
BUIIIT y MAJIOMYy Ta3i, rernaro- Ta CIJieHOMeTraJilo.
13.07.2020 putuny rocmitamizoBano po H/[CJI
«OXMAT/AUT» (m. Kui). Kniniuno: HuxHIN

B'AJTMI Tapanapes, 3MilIaHUI T1apes3 IPaBoi PyKH,
He MOTJIa CTaTU Ha MaJIbIll HIT, aTaKTUYHUI CHUH-
apom. 15.07.2020 aiBumHIi MOBTOPHO 3POOJIEHO
KT i3 BuyTpinHboBeHHUM KOHTpacToM (puc. 6a,
60, 68, 6r, 61, 6¢, 6€, 63K, 63, 61).

Pesynvmam o6cmencenns. Kictku: y npasiit
TIM'gHIN KICTIII Bi3yaJsi3y€eThCd BOTHUIIE HEPIBHO-
MIPHO1 JeCTPYKINi 3 aKIeHTOM Y IeHTpaJbHiii
30Hi, giaMmeTpoM 6/nM3bKO 26 MM, 3 HEPIBHOMIPHM-
MM YITKUMHU KOHTYPaMH, 3 M SIKOTKAHUHHUM KOM-
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Puc. 6. KT i3 BHYTPiLUHbOBEHHUM KOHTPACTOM: @ — HEYiTKO KOHTYpPOBaHa AinsHKa AeCTPYKLUii NpaBoi TiM'AHOI KIiCTKM (4epBOHA CTPifKa)
3 NiAanoHeBPOTUYHUM KOMMOHEHTOM (3eneHa CTpifka) Ta enicy6aypanbHUM KOMMOHEeHTOM 3 iHBasieto TMO o3Hakamu HakonuyeHHs KP
(cuns cTpinka); 6 — B 060x remicdpepax M (4epBOHA CTpifka), MO304Ka (3efeHa CTpinKa) Bi3yani3ytoTbCs FiNepAeHCHI BOTHMLIA,
LU0 iHTEHCMBHO Hakonu4ytoTb KP. AHanoriyHe Boruuile — B rinoisi (CUHA CTpinka), TpindatoMy Hepsi GinarepanbHo, GifibLl BUPaXeHe
crnpasa (cpionetoBa CTpinka); B — Y Xpebusax Ha YCiX PiBHAX MHOXWHHI NiTUYHI (4epBOHA CTPifika) Ta CKNEpoTUYHI (3efieHa CTpinka)
BOTHULLA; I — BY3JI0Bi YTBOPW CMUHHOMO3KOBOIO KaHasy, L0 3any4arTb KOPiHUi Ta CMMHHOMO3KOBI HEpBM LUWIAHOTO i MOMEpPeKoBoro
BiAAiINiB xpebTa; A — y NapeHximi 060X NereHb Bidyasni3ylOTbCH MHOXWHHI NOAIMOPAOHI CONiAHI BY3NMKM HAa 3pa3oK «MaTOBOro CKa»
HEYITKO KOHTYpPOBaHi, CepeHiM po3mipom Bif 1 4o 6 MM, po3MmiLLieHi cyonsieBpasibHO, NePUBACKYNAPHO; € — Y3[,0BX MiXK4aCTKOBOI Nnespu
MPOCTEXYIOTLCS BY3I0BWIA YTBIP po3MipoM 40 6 MM, Lo Hakonuyye KP; € — rinoaeHcHi yteopu SIVa, SVIII npaBoi yacTku nediHku, Sl nisoi
4acTKn 6e3 03HaK HakonuyeHHs KP; X —y BepxHbonarepanbHOMy KBafpaHTi Npasoi MOJI0YHOI 3a51031 Bi3dyani3yeTbCsa BY3/0BUiA TiN0LeH-
CHWIA YTBIP CepeaHboro po3mipy Ao 11 Mm (CxoXuin yTBip — Y MBI MOJSIOYHIN 3a103i); 3 — riNOLEHCHI YTBOPW MiALINYHKOBOI 3a103u
(4epBOHa CTpifnka) Ta 060X HAPOK (3eneHa CTpiNKa); i — y Tifi, WKL, NiXBi Bi3yani3ytoTbCA BY3/10Bi yTBOPM, LLLO MOMIPHO Hakonn4yTb KP

ITIOHEHTOM, IO BHCTYIIA€ HiI[aHOHeBPOTI/I‘{HO 6e3 BUAMMOI0O IIapaOCaJibHOI'O KOMIIOHEHTa

10 1,5 MM Ta ermi/cyOaypasbHO 3 MTPOPOCTAHHIM
y TBepay Mo3koBy 000s0HKY (TMO), 10 9 MM,
1Mo Ma€ TocuJieHe KOHTpacTyBaHHd (puc. 6a).
Y xpebisix Ha ycix piBHSAX, y TPYAMHI, MEHIIE B
KicTKax Tasy i pebpax MpOCTeKYIOThCS MHOKIMHHI
BOTHMIIIA JIITUYHOTO Ta 3MIllIAaHOTO XapakTepy,

(puc. 6B). Y BUAMMUX BiJ/Ii/1ax TJIEIOBUX Ta CTET-
HOBHUX KicTOK 6e3 BOTHHUIIEBMX 3MiH. [oJioBa:
B IIapeHXiMi MO3KY Ta MO30YKY IIPOCTEKYIOTHCS
MHOKMHHI BOTHMINA [iaMeTpoM 0 15 MM,
[0 MalOTh JOCUTH IHTEHCUBHE, PIBHOMIpHE KOH-
TpacTyBaHHS Ta YiTKi KOHTYPH, MICIISIMU 3 I[1€pU-
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dokanmpauM HabpskoMm (puc. 60). AHAIOrIYHOTO
XapakTepy ypaskeHHs MPOCTEKYIOThCS B HIXKIII,
JIHI Ta epeiHixX Bijiax rinodisa, y TpiiyacTto-
MY HEpBI clipaBa 3 OTO MOTOBIIEHHSIM /10 15 MM,
MOYaTKOBE YypaskeHHd JIiBOTO TpiiiuacToro HepBa
0 5 MM TOBHIMHOW0. Xpeber: y AiIAHII Bepre-
OpaJbHOTO KaHaJy Bi3yaJi3ylOTbCs MHOKUHHI
BY3JIOBI YTBOPEHHS, 10 3aJly4aloTh O00OJIOHKH,
KOPiHIII Ta CIMHHOMO3KOBI HEPBU Ha PiBHI IIWH-
HOTO Ta MOMEPEKOBOTO BiI/IiJIIiB, 30KpEMa B JILJISTH-
i C3-C6, 3ammyvaioun ekcrpadgopamiHaibHi Bijli-
JIU KOPIHIIB 1 BIiJIIIOBi/IHI HEpPBU, TOBIIMHA ypa-
sketb — 710 10 MM, Gisbinie cripaBa; Ha piBHi L3-1.5 ypa-
JKEHHST KODIHIIB BepeTeHOIoi0HOI (hopMH, TOB-
MMUHOI0 4—6 MM, I0BKUHOIO 10 30 MM (puc. 6r). Y
JUJgHI i 1iMoBy3J1iB Hemae. OpraHu TpyiHOi
KJITKY: Y TapeHximi jiereHb 06a6iv Bi3yasrizyoTh-
Ccd MHOKMHHI BY3JIUKOBI yYTBOPEHHSI PO3MipOM
1—6 MM, 110 MaIOTh TIEPUBACKYJISIPHE Ta Mapacerr-
TaJIbHE PO3IIOJIiJIEHHs, HeUiTKi KOHTYypu (puc. 61).
TpaxeoOpoHxiaJbHe I€pPeBO: HOPMATIBHO PO3BH-
HyTe, TanysKeHHs1 0e3 0COOJIMBOCTEl, CTIHKU He
norosieHi, 6e3 mopymiensb mpoxignocti. Ilnespa:
MIPOCTEXKYIOTHCSA IMOOJUHOKI BY3JMKOBI IOTOB-
IMEeHHd 3 KOHTPACTHUM IiJICUJIEHHSIM, PO3MipOM
10 2,6 MM. Y IJIeBPaJbHUX MOPOKHUHAX 000X
reMiTOpPaKCiB pifinHa He BidyamizyeTbes (puc. 6e).
Cepenocrinns, cepiie — 06e3 0cob6JUBOCTEN.
Y nopoxXHWHI TIeprKap/ia piluHu HeMae. Aopra Ta
MaricTpajbHi CyJIMHU PO3TalllOBaHi TUIIOBO, PiB-
HOMIpHi, 6e3 3HAYHUX 3BYKEHb 1 TPOMOO3iB.
[lofaTkoBi YTBOPEHHS Y TIEPE/IHBOMY CEPEeIOCTiH-
Hi He BusiBJeHi. JlimdoBysnu cepenocTiHus
He 30isbireni. Akcussipai JiMmdoBysan — 6e3 0co-
OsmBocrelt, 10 5—8 MM. BigMivaloTbcs MHOKMHHI
BY3JIOBi YIIiJTbHEHHST B 000X TPYAHUX 3A703aX /10
5—7 MM y monepeunuky (puc. 6:x). [liapparma:
clipaBa Ta 3J1iBa po3TallloBaHa TUIIOBO, G€3 BU/IM-
Mux jieektiB i oroBileHb. [1layHOK 3BUYaliHOI
KoH(irypariii, cim3oBa 000J0HKa IOTOBIIEHA
10 BeJUKil KpuBu3Hi 70 6—7 mm. Ileuinka 3BuU-
yaiiHoi ¢opmu, MiHIMaabHO 30ijbllIeHa, KpaHio-
KayZaJbHUil po3mip 15 ¢M, OTHOPIHOT CTPYKTYPH.
[Tapenxima Tle4iHKM TepeBaKHO OJHOPijiHA, aje
IIPOCTEXKYIOThCA TIIIOBACKYJISIPHI BOTHUIIA B 4-My
CerMeHTi 10 7 MM, y 8-My cerMeHTi — /10 7 MM
(puc. 6€). BHyTpiNTHBOTIEUIHKOBI KOBUYHI TIJISIXH
He posiupeni. JKoBunuii mixyp y Hopwmi. Cenesin-
Ka He 30isblIeHa, 6e3 ocobausocTeil. ITiamyHKo-
Ba 3azno3a (II3) 3Buvaitnoi dhopmMm Ta po3MipiB.
[Tapenxima 3a703M TepeBa’)kHO TOMOTEHHA,
ajie TIPOCTEXYIOThCS TIOOJAMHOKI TIOBACKYJISPHI
BorHuma 0 7 MM (puc. 63). Ilporoka I13 —
6e3 BUIMMOTO PO3IIMPEHHS, TEepUMAHKpeaTHyHa

KJIITKOBUHA offHOpinHa. Hagnupauku — 6e3 oco-
6auBocrteit. Hupku: mapeHxiMa HeOXHOpimgHA,
3 MHOKMHHUMU TiTIOBACKYJISIPHUMU BOTHUIIIAMM
5—10 mm y nonepeunuky (puc. 63). OuepeBuna
IdY3HO ypakeHa BY3JIMKOBUMU YTBOPEHHSIMU
1-8 MM 3 akmeHToM y JIJIAHIN Ta3y, MiCIIMU 3i
3JUTTSIM Ta YTBOPEHHSIM KOHTJIOMEPATiB, 30KpeMa,
y TpaBiil 3AyXBUHHII MiAsHII Gijist 3araJbHOTO
3MyXBUHHOTO Iy4yka 17x30x15 MM, MicisiMu Bizya-
JII3YIOTbCS MMiATIAIOBAaHHS IIeTeJb KUIIEeYHUKA,
He BUKJIIOYEHA 1HBa3isl CTIHOK TOHKOI'O KUIIEYHU-
ka. [lomipHa KiJIbKICTb PIIMHU B YePEBHi TOPOK-
HuHi, Oinbite — y 3armbieHHsax tazy. CedoBwii
Mixyp g06pe HallOBHEHUIl, KOHTYPH YiTKi, 6e3 0CcOo-
6/miBocteit. Opranu Ta3y: B MaTIli Bi3yasmi3ylOThCst
BY3JI0Bi yTBOPEHHS 3 0CTabJIEHUM KOHTPACTYBaH-
He, 17 mm, 11 MM, 19 MM y 1ToTIepEIHUKY, 1O 3aTTY-
YaroTh TiJIO Ta MUNKY; TaKoK — y MixBi (puc. 6i).
[IpocTexxyoThcss MHOKUHHI Me3eHTepiaJbHi JIiM-
dboBysmm 10 12 MM, MiCIIIMU Y BUTJIS/II TTAKETIB,
6inpmie — y Opuiki mpaBWX BiAAiJMIB TOBCTOI
KUIIKA. 3a04epeBUHHI Ta TMaxoBi JiMbOBY3IHU
He 306ijbIneHi. AopTa Ta MaricTpajbHi CyAUHU —
6e3 ocobmuBocteil. Bucnosox «Ilomupene BOrHU-
meBe ypaxkenus kictox, [IHC (y tomy umcmi
TOJIOBHOTO MO3KY, OOOJIOHOK CITMHHOTO MO3KY,
YepermHruX HEepBiB, KOPIHIB 1 CIIMHHOMO3KOBUX
HEpBiB), JiereHb, mnedinku, 113, HUpOK, abmpomi-
HaJIbHUX JIIM(OBY3JIiB, OUePEBUHN, MATKH, TIXBH,
TPYIHUX 32J103».
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Pue. 7. OcTeocumHTUrpadis: 03HaKuM AMY3HOr0 yparKeHHs KiCTOK
yepena, xpebTa, Tady, Tpyb64aTUX KiCTOK KiHLIBOK
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Puc. 8 a-. lponidpepatn KNiTUH i3 mopdponorieto ricTioynTi (6ina CTpinka) 3 MNOOAMHOKUMU TiraHTCbKUMMW KniTuHamu TyToHa
(4opHa ctpinka); H&E, 36inbwenHs 40 x

Pue. 10. ImyHoricToxiMi4He JOCNIIKEHHSA: NYyXNNUHHI KNiTuHW CD1a-  Pue. 11. IMyHOricTOXiMi4He [LOCHIMIKEHHS: NYXJAUHHI KNiTUHN
HeratuBHi, 36inbLueHHs 40 X BOTHULLEBO No3uTUBHI 3 S-100, 36inbLueHHs 40 X
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OcreoctimaTurpadis (24.07.2020): Bu3HAYaETh-
csa nudysHo-HepiBHOMIpHA (pikcarlis mpemapary
B KIiCTKaxX CKJIETHHS 4epera, Ha yChoMy XpeOTi
(rpynHUIT 1 BEPXHBOIOINEPEKOBUN  BIII  —
135—-140%), HepiBHOMIpHE HAKOTIMYEHHS Pa/iialtiii-
Horo apmnarnestuynoro mpenapary (POII)
y KicTKax Tasy, IUCTaJbHUX MeTadizaxX TIedoBUX
1 CTeTHOBUX KiCTOK, Aiaizax MmiedyoBUX, CTETHOBUX
1 BEJIMKUX TOMIJTKOBUX KicToK. BucHoBok: CiinHTH-
rpacdiunHi 03HAKM AUPY3HOTO YpPaKeHHS KiCTOK
yeperna, xpebTa, Tazy, TpyOYaTUX KiCTOK KiHI[IBOK
(puc. 7).

3a pesyJbTaTaMH TiCTOJIOTIYHOTO JOCJIiJKEH-
Hs, BukonaHoro y HJICJH <«OXMAT/ANT»>
(M. KwuiB), ricTosioriuHa Ta iMYHOTICTOXIMiuHA
KapTHHa Biinosigae Heiipodibpomi (Heiipodiopo-
MaTo3 3 yPaKeHHSIM KiCTKH). IMYHOTICTOXIMIYHO:
excrpecis S100 i meiipodinamenTis, ciraba BOTHU-
meBa ekcrpecis Bel-2, ekcrpecist B-karteniny He
BusiBjieHa. [naekc nposmideparii Ki-67 — mo 2%.
PexomennoBano MoJIeKyJIsIpHO-TeHeTUYHE J[OCJIi-
JUKEHHS 1 KOHCYJIbTAIII0 MeIMYHOTO TeHeTHKa J1JIs1
Bepudikariii Heiipodibpomarosy.

[Ticas pmiarHocTyBaHHs HelpodibpomMaTosy
JIUTUHY CKepoBaHo 0 [HCTUTYTY paky (M. Kuis),
Jle PEKOMEH/IOBAHO JIKyBaHHS JIAHTEPTaHCOKJIi-
TUHHOTO TIiCTIONMTO3Y 3a MiCIleM IPOKUBAHHS.
Jutnna 3 6aTbkaMu moBepHyJucs 10 TepHomois,
3BiJIKM 1X ckepyBasm /10 JIpBoBa /g Bepudikariii
niarnogy. Ormsany KHITJIOP 3Y CAMIL: 3arans-
HUU CTaH BIHOCHO 3a/0BlibHUN. /uTHHA aKTUB-
Ha i He Mae ckapr. I1Ikipa 6.1i10-poskeBa, 6e3 BUCH-
mawb. Ha rpyaniit kmiTii — micasionepariinHui
py6eup mo 1,0 cM micias BUAANEHHS aTepoMu
(ricTosoriuno miaTrBepkeno). [epudepuuni mgim-
(hoBy3m, mevinka Ta cesie3iHKka MaJIbIATOPHO HE
30is1biIeHi. AyCKyJIbTaTHUBHI 3MiHU HaJ JIETeHIMU
Ta cepiieM He BusaBieHi. CHIOKiNHO, aeKBaTHO
pearye Ha OrJisi/l, piBeHb 3HAHb BIJIIIOBIZIA€ BIKY,
06/InYYst CUMETPUYHE, OUHI IinHN d=S, 3BUYHUX
PO3MIpiB, PyXu OUHUX SIOJIYK y HMOBHOMY 00CsI3i,
dhoropeakiiist 36epekeHa, KOBTaHHS HE MOPYIIEHE,
rosoc A3BiHKWH. /lndysna momipHO BUpaskeHa
rimotpodis, Jerkuit AMCKOMMOPT MPU TaIbIIAIlii
OCTUCTUX BIJPOCTKIB MIMITHOTO BiIiry XpeOra,
He3HauHa aCUMeTPisl [1JIe40BOr0 MOCY, OpYIIeH-
Hs1 noctaBu. CyxoxuibHi peduexcu 3 pyk d=s,
JKBaBi, KOJIHHI Ta axiioBi d=s, BUCOKI 3 posimpe-
HOI0 pedIeKCOreHHOI0 30HO0I0, YepeBHI d=S KUBI,
cuita 30epeskeHa y Beix rpymax m'si3iB. KoopanHa-
IiiTHI TPO6U BUKOHYE YiTKO, 4y TJUBICTH 30epeske-
Ha. MeninreaspHi 3Haku BijficyTHi. OdTambMoor:
Vis OD 1,0, OS 1,0, oune nHo B HOpMmi. 3AK:
migsuiennst IIIOE (Ep — 4,56 T/, 6 — 130 v/,

Jle — 5,51 r/n; neiikonmrapua dopmya: m — 0%,
c —41%,6 — 0%, e — 1%, 1 — 51%, M — 7%,
Tp — 305 r/n, HIOE — 25 mm/ron). BAK:
AJIT — 8,0 MO/n, ACT — 11,0 MO /1, 3arayipbauii
6imipy6in — 4,6 MKMOJIB/J1, aminaza — 45,0 Mr/cJ,
sarajabHuii 6110k — 61,5 v/71, anbObymin — 40,0%,
gaktaraerigporenasza (JIJAI') — 117,0 MO/,
Ca — 2,33 mmoan/a, P — 1,39 mmounb /o, myskHa
dochoraza (JI®) — 171,0 MO/a, K —
4,7 mmonb/m, Na — 142,0 MMoJIb/J1, cCEYOBUHA —
2,9 MMOJIB/J1, KpeaTuHin — 56,5 MKMOJIb/J1, ce40Ba
kucaora — 146,0 MKMOJIB/JI, 3aTi30 CUPOBATKU
kpoBi — 8,8 mxmouib/n, CPb — mente 6,0 mr/i,
RF — wmenme 12,0 MO/mia, KOK —
33,0 MKkMoJb/7, XoJjiecTepuH — 4,42 MMOJIb/JI,
tpurminepuau — 1,71 mmouss/n. Koarynorpama:
€TaHOJIOBUH TECT MO3UTUBHUM, 1HIII IOKa3HUKN —
y Mexxax Hopmu. Y3/l depeBHOI TOPOKHUHUI
Ta Tasy: aHEeXOTeHHE BKJIOYEHHS OJ[HOPiJHOI
MiJIBHOCTI Ha MeXi Tijia Ta XxBocta [13 miameTpom
7 MM, 11033/1y CEYOBOTO MiXypa Ta MaTKU — I1OMip-
Ha KijbKicTh piguau (00'em 50—60 mur); mapape-
HaJbHA KJIITKOBUHA, 1HIIT BHYTPIIIHI OPTaHU COHO-
rpagdiuno He 3mineni. Exokapaiorpadis (Exo-KT):
mifiBUIleHa TPaOeKyJISIPHICTD JIBOTO MLIYHOYKA
(JIIIT) 6okoBa crinka, BepxiBka 1:1, cirka Xiapi
B mpaBomy nepencepai (II1T); aopra Bucxinna,
HHU3Xi/HA i YepeBHa — He PO3IIMpeHa, CTIHKU He
TOTOBIIEHi; KaMepu ceplisl He PO3NIUPEHi; CTPYK-
Typa KJIallaHiB He TOpyIleHa, a IX (yHKIisa 30epe-
JKeHa; CHUcTosyHa Ta mAiactomivyHa dynkitis JIII
He mopytiieHa. ¥ BepecHi 2020 poky mepersTHyTO
rpernaparu i MpoBeJeHO OATKOBI iIMyHOTICTOXi-
MiuHi pocuipkerHs y TOB «3axigHoykpaiHcbka
ricrosioriuna sabopaTopist> (M. JIbBiB). Y Hama-
HUX Tperaparax (parMeHTH KiCTKOBOI TKaHWHU
3 MJITHKAMU MyXJIMHMY, SIKa TIpe/icTaBIeHa BepeTe-
HOTIOMIOHMMY KJIITHHAMU Ta J1e(OPMOBAHUMMU
kaitTnHamu (kpani-apredakT) 3 HelpaBUJIbHUMH,
MYJIbTUIOOYISIPHUMMU, T KOBOMOMIOHUMU  SIIpa-
mu. Kiituan gopmyiors ctopichopMHi, TicTionu-
TOonoAIOHI cTPYKTYpu 3 (HiGPO3HOI0 CTPOMOIO,
3 masmmu Jimdoruramu. [ictonoriuna xkapTHa
Mage rictionuTonoaioHy Mopdosoriio iHdiTpTpaTy
3 MOOIMHOKUMMU TiraHTChbKUMU KIiTUHAMU TyTOHA
(BeJIMKI KJITUHMU 3 YUCJIEHHUMU SAPaMHU, PO3Ta-
MIOBAHUMH Y BUIJISIL KiJIbIls a00 IMiBKiJIbIS HaB-
Koo  6a30(dijbHOI  AIIAHKH  IIUTOILIA3MHU,
MO MICTSITh CBITJIy, TIIHUCTY IUTOTLIa3My, puc. 8a,
806, 8B).

Jl7151 BcTaHOBJIEHHS TiCTOTeHEe3y TMYXJIMHU TTPO-
BeJleHO iMyHoricToxiMiune gocuiprenns (IFX/T).
Pesyapratn ITX/1: y nyxnuaaux kiaitnaax (I11K)
CD20cy (Clone L126) HeratuBHa peaxilist
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y IIK; CD30Ab-1 (Clone Ber-H2) neratusna
peakmiss B I1K; CD45/T200/LCA AB-2 (Clone
PD7/26/16+2B11, Thermo scientific) mo3utuBHa
peakiist B ITK (puc. 9a, 96, 98); CD3 (Clone SP7,
Thermo scientific) neratuBHa peakiis B IIK,
ajie TTO3UTUBHA B TOOJAMHOKUX JIIM(OITHUX KITITH-
nax; CD1aAb5 (Clone 010, Thermo scientific)
HeratusHa peakitig B IIK (puc. 10), S100 (Thermo
scientific) BorHuIIEBa Mo3uTHBHA peakilist B [1K
(puc. 11); CD99 /MIC2 (Ewing's Sarcoma Mar-
ker) (Ad 1) (Clone HO36 1,1, Thermo scientific)
HeratuBHa peakiis B IIK; ALK (Anaplastic
Lymphoma Kinasa/p80 (Clone SPS8, Thermo
scientific) weratusna peakiis B ITK; Myogenin
HeraruBHa peakitist B [1K; Desmin Ab-1 (Clone
D33, Thermo scientific) nerarusna peaxitisi B ITK,
Cytokeratin (AE1/AE3) (CloneAE1 AE3)
(Master diagnostica) neratusna peakiiiss B IIK;
CD68 (Clone Ab-4, Thermo scientific) mo3autuBHa
peakiis B ITK (puc. 12a, 126). ImyHodeHoTHII
Tpoliecy He TiATBEPANB HEXOKKIHCHKY BEJTUKO-
KJTITUHHY Ta aHariacTu4yHy Jimdbomy. Bincyt-
HicTh mosuTuBHOI peakiii CD1aAb5 ne masaso
MiICTaBU PO3IHIOBATU TIPOIEC SIK TiCTIONMUTO3
i3 kituH Jlanrepranca.

ImyrODeroTHTT TTpOITIECy, BPAaXOBYIOUU CUCTEM-
HICTh ypaKeHHs Ta TicTionuTonoaioHy Mophoio-
rifo iHGUIBTPATY 3 MOOJWHOKUMU TiTaHTCHKUMU
KJiTUHaMu Tuny TyToHa, CBiYUB Ha KOPHUCTH
xBopobu Epareitma—Yecrepa — XEY (Erdheim—
Chester Disease). Cxoxuii iMyHOMDEHOTHII i MOP-
(oricTosoriuni 3MiHN MOXKJINBI TIPU THUCEMiHOBA-
Hill I0BEHUIBbHIN KcaHTorpanysibomi. [laTosoro-
aHATOMaM¥ PEKOMEH/IOBAHO MOJIEKYJISIPHO-TeHe-
THuHe nociimkenns, BusHadeHuss BRAF V6000E-
myTaiii. OCKiJIBKM Taka HO30JOTIYHA OJMHUILS
JysKe pifKicHa, 0cOOJIMBO B AUTSYOMY Billi, TO
TiCTOJIOTIUHI TIperapary, eJeKTPOHHI HOcil Bi3ya-
mizarnianx gocaimkens (KT, MPT, PTT, ciiuaTu-
rpadii) Oy/u BifmpasieHi st He3aleKHOI KOH-
cyJibTallil B KJIHIII OHKOJIOTiI Ta TeMaToJIoTil
M. Duopentis (Itamis, Oncologia, Ematologia
e TCSE Centro di Eccellenza di Oncologia
ed Ematologia Azienda Ospedaliero-Universitaria
A.Meyer Viale Pieraccini 24, 50139 Firenze), tam
ke gonatkoBo BudHaueHo BRAF V6000E-myra-
1if0, gKa BUSBWJIACSA HeraTUBHOIO. [icTionuTaphi
KJITUHHI esleMeHTH OyJiu MO3UTUBHUMU HA aHTH-
renn CD68 i CD14, a nerarusnnmu — Ha CD1a,
CD207; y nHaBemeHWX 3pa3Kax He BUSIBJIEHO
S-100 i BRAF V6000E-myTartii. ITaniiicbki koJie-
ru He 3anepeunyn HasgBHocTi XEY. Ilomambine
JIIKYBaHHS JINTUHU 3aIJIAHOBAHO Y BUIIE3TaIaHO-
My creriajgizoBanomy 1entpi M. Diopeniris,

OCKLJIbKM, BPAaXOBYIOUN Mi3epHUIN KJIIHIYHUI 10C-
Bifl ZIaTHOCTUKMW Ta JIKyBaHHS IIHOTO PO3JIALY,
B yCixX GaxoBUX TeMATUIHUX MTyOJIiKAISIX HATIOJIE-
[JINBO PEKOMEH/I0BAHO CKePOBYBATH HAI[IEHTIB /10
aKaJ[eMIYHOTO MEUYHOrO I[EHTPY 3 JIOCBiZIOM
gikyBauHsg XEY [27]. TlincymMKoBi niepcieKTUBHi
JIKYBaJbHO-/IIaTrHOCTUYHI JTOCJHIKEHHS MalOTh
BOKJIMBE 3HAYEHHS /IS TOMAJBIIOTO PO3BUTKY
TepaeBTUYHOTO TTPOTPeCy TP IIiil HO30JI0Ti1.

O6roBopeHHs

XBopoba Epareiima—Yecrepa — pigkicHa
(hopma He-JIAHTEPTAHCOKIITUHHOTO TIiCTIOTUTO3Y
(Langerhans cell histiocytosis, LCH) i3 momiopras-
HUM ypaxkeHHSM [8,27,76,77]. Ynepme XEY onu-
caHa aBCTpilichkuM matosorom SIkobom Epjareii-
moMm (Jakob Erdheim) i itoro yunem Bisbsimom
Yecrepom (William Chester) y 1930 p. six «Jrimi-
Huit rpanymbomatods [20]. Hactora XEY He Bijo-
Mma. Ha cborozni B MesinuHiil JiitepaTypi HaBejeHO
aumte nonax 1500 sunaakis XEY, 6inbmiicTsb
3 IKUX omucano 3a octanHi 10 pokis [44]. 3axBo-
PIOBAHHSI [[iaTHOCTYETHCS TEPEBAKHO B JIIO/EH
cepeqiHbOrO BiKYy [27,77], 3 MeniaHOIO BiKy —
53-55 pokKiB, y MUPOKOMY mianaszoni 7—84 poku
[7,76]. ¥V nmiteit xBopo6a pPO3BUBAETHCS BKpail
pinko [22,69,71,72,74,79]. 3a panumMu 4YacTUHU
ny6mikartiii, XEY BuUSBISETbCS IEPEBAKHO
B 40JIOBIKIB [7,8,24,30]. [lesski mocJiiizkeHHsT BKa-
3YIOTh, 1[0 B YOJIOBIKIB /[IarHOCTYIOTH ITI0 MATOJIO-
rifo B Oi/IbIII cTapIIOMY Billi, HiXK Y sKiHOK [5]. Xoua
IHII BYEHi CTBEP/UKYIOTH, IO BUHUKHEHHS Ili€l
HO30JI0Ti1 He 3a/Ie;KUTh BiJl cTaTi naiienTta [57].

HesBakaroum Ha ocTaHHI TOCATHEHHS, ChOTO/I-
Hi HE/IOCTaTHBO 3HAHb PO MTATOTEHE3 Ta €TiOJOTi 0
XEY. Mana Bubipka NallieHTiB He Ja€ 3MOIU
Kpaile BUBYUTH 1110 TIaTtoJiorito. JIuckyrabeabHumM
MPOTSATOM TPUBAJIOTO 4acy Oys0 MUTAHHS I0/0
HasesxkHoi kiaacugikarii XEY. CrnouaTky BBaxka-
Jlocst, 1O 1€ BapiaHT KJITUHHOIO TiCTiOIUTO3Y
Jlanreprauca (Langerhans cell histiocytosis, LCH)
[53], mpore 3romom XEY mposiBusia yHiKaabHICTb,
Malouyu KOHKPETHI [[iarHOCTUYHI KpUTepil.
Yci rictionuTapHi po3aaau MOAIISI0ThCS HA KJIi-
TUHHI ricrionuTosu Jlanrepramca (a6o TicTionuTo-
3u tuiy X) i TICTIONUTO3W KJITHH, 110 HE HaJe-
&arb 10 kiaituH Jlanrepranca (abo rictionuTosn
Tuty «He X»). /o mepioi BiIHOCATBHCS TaKi 3aXBO-
proBanHs1, sik XxBopoOa Xenga— [ysrepa—Kpicti-
ana, xBopoba Jlerrepa—CiBe Ta eo3mHOMDIIbHA
rpanyaboMa [76], 10 ocTaHHBOI — TaKi 3aXBOPIO-
BanHd, sk XEY [76] Ta toHaIibka KCAaHTOTPaHY ThO-
Mma (juvenile xanthogranuloma, JXG) [59]. TIpore
icHytoTh Mikasi Touku gotuky mixk LCH ta XEY
[42,80]. ITeit dakr me OGibin 0OrpyHTOBAHMIA
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B 0ci0, B SIKMX JIarHOCTOBAHO BOJHOYAC OOW/BA
3axBopioBanHs [64,68]. Ha mymky N. Ozkaya ta in.
(2018), XEY ricTos0TiYHO XapaKTepU3y€EThCS
6araToCUCTEMHOIO MpoJTidepalieo 3piaux ricTio-
IUTIB HA TJi 3ananabHoi ctpoMu [62]. Indinbrpar
MOK€ BUHUKATH TIPAKTHYHO B Oy/b-sKill cucremi
opraniB. [liarno3 XEY BCTaHOBJIOETHCS TIJIIXOM
ricTOJIONYHOTO aHali3y 3paskiB Giorcii ypakeHux
TKaHUH. bioricist 3a3BMyail OTPUMYETHCS 3 KICTKH,
IIKIpH, peTpoopOiTaabHOI HiISHKH abo M'SAKUX
TKaHWH YePeBHOI TOPOKHUHU YU 3204€PEBUHHOTO
mpoctopy Ttorto [60]. Bepudikyerbes xBopoba
B pasi BUSBJIEHHS TiCTIONUTIB i3 THUCTOIO abo
€03MHOMITHBHOTO IUTOTIA3MOI0 Oe3 rpany.T bipbe-
Ka 3 HaCTYNHUMH iIMYHO(EHOTHUIIOBUMU O3HAKa-
mu: nosutuBHUME 10 CD68, CD163 i daxrop
XIIIa, a meratuBuumu — mgo CD1la i CD207,
y 80% Bumajikax HETATUBHOWO PEAKINE0 Ha OiTOK
S-100 [27]. e # Binpizasie XEY Big LCH, ne xi-
tuan  Jlanrepranca mnosutuBHi Ha CDla,
S-100. 3asBuyaii 11i rictionuty nmpu XEY oroueni
[aTOTHOMOHIYHUM MiKPOCKOIIIUHUM Cepe/l0BU-
meM, 110 MICTUTh MOJIMOP(HI TpaHyIbOMH,
$hi6po3, KCaHTOTpaHyJIbOMATO3, MpOJihepyoui
hibpobaacTy, giMboIUTapHi arperaT Ta riraHT-
cpki kiaituHu TytoHa [34,37]. Ticrionntn XEY
MOP(OJIOTIYHO Ta IMYHOTICTOXIMIYHO 1/IEHTUYHI,
sk i npu JXG. Ha gymky V. Breuil ta in. (2002),
XEY e BapianTom JXG i3 iepeBakHO HENTKIPHUM
ypaxkennam [14]. Ha mymky R. Caputo Tta in.
(2007), Bigpisautn XEY Big JXG e Ha migcTa-
Bl HAsIBHOCTI ypa)KeHb IIKIPU HEMOKJINBO, aje,
Ha Biaminy Big XEY, JXG iHOMI € MyJIbTUCHCTEM-
HUM 3axBopioBaHHsAM [18]. Y HaBemenomy Hamu
KJIIHIYHOMY BUIIQ/IKY B TAIlIEHTKHU TiCTOJOTIYHO Ta
imyHorictoximiuno aiarao3 XEY BepudikoBano
y IBOX HE3aJIeKHIX TiCTOJOTIYHNX JTab0paTopisx:
y 3axiHOYKpaiHChKIll TiCTOMOTIUHIi TabopaTopii
(M. JIpBiB, Ykpaina) ta y Kuiniii oHKoJOTIl Ta
remarosiorii (M. Duopentis, Iramis; Oncologia,
Ematologia e TCSE Centro di Eccellenza di Onco-
logia ed Ematologia Azienda Ospedaliero-Univer-
sitaria A.Meyer). licTionutapHi KITITUHHI eJleMeH-
T Oysm osutrBHi Ha CD68 1 CD 14, a HeraTuBHI —
na CD1a, CD207, S-100 (puc. 8—12).

¥ nonaz moIOBUHM TAIi€HTIB, SIKi XBOPIIOTDH Ha
XEY, B ypaxkeHUX MaTOJOTIYHUM IIPOIECOM TKa-
HUHAX BUABJAI0ThCS MyTallii rena BRAF V60OE
[40] Ta HW3Ka iHMMX MyTaliil MIIAXY aKTUBAIlil
mitorennporeiakinazu (MAPK) [61]. N. Ozkaya
ta iH. (2017) TOBIIOMJSAIOTH TIPO ICHYBAHHS W
IHITUX COMAaTUYHUX MYTalliil, He JuIle 32 y4acTio
reniB BRAF, ane it MAP2K1 (6/38), ARAF
(2/38), MAP2K2 (1/38), KRAS (1/38) ta NRAS

(1/38), a onun i3 martienTis i3 myTartito MAP2K1
MaB Takox myTariio PIK3CA [61]. Ile mano smory
BCTAHOBUTU HEOIJIACTUYHY TIPUPOIY 3aXBOPIO-
BanHs Ta BigHectu XEY 10 ricriomurtapHux HOBO-
ytBopenb. Otxke, XEY choromni BBakaeTbcs
KJIOHAJBHUM TeMOMOETUYHUM PO3JIa/I0M, IO Bifl-
3HAYAETHCI [EBHUMM TEHETUYHUMU 3MiHaMu. Y
3agHaueHoi Buie namieHTkn BRAF V6000E-my-
Tarii OyJia HeraTUBHOIO, 1[0 He 3allepevye HassBHO-
cti XEY, ockinbky, BpaXOBYIOYN HEOHOPIIHICTD
Giomnciitnux 3paskiB npu XEY, He BUKIIOYAETHCS
JOIIJIBHICTh TPOBENEHHS J0JaTKOBUX MOJEKY-
JIIPHO-TEHETHYHUX JOCJI/IKEHb 13 PisHUX 6i0J10-
TiYHUX TKAaHWH B OpraHi3mi maitienra [1].

JliarHocTrKa 1HOTO PiZIKICHOTO 3aXBOPIOBAHHS
CKJIa/IHa, 3arajbHUIl MPOTHO3 HeCIPUATIUBUI.
YacTo niarHO3 BCTAHOBJIIOETHCS JOBOJI TPUBAJIO
(Bi MicaIiB 10 AecATUITITE) 200 K 1 TTOMUIKOBO.
Cumnromu XEY pizHOMaHITHI i ClIOCTEPIiTalOThCS
He y Bcix marientiB. OCHOBHOIO CKaproio € O6isb
y KiCTKax, cepejl iHIINX CHMIITOMIB MOKe OyTH
JIUXOMaHKa, HiuHe IOTOBU/IJEHHS, aJuHaMis
ta Brparta Baru [39]. Ili cummTomMu He € MaToruo-
MOHIYHUMHM, aJjie TT0KA30Bi JIJId OIIHKW peakilii Ha
aikyBauus. [loBimomisieTbest mpo 3061/IbIIEHHS
IOE y 27% maiienTiB i He3HAYHO MiABUIIEHUI
piBenb JID y 12% [76]. ¥ monan 80% Bumnaakis
XEY BusBnsgerbca miasumenuii piBenb CPb
y cuposartiii kpoBsi [11]. I1lo crocyeTbes Bumesas-
HauyeHol MaIliEHTKU, TO B HEl YTPUMYETHCS BUCOKA
[ITOE, nokasuuk JID He 3minennii, a pisenb CPb
He3HAYHO MMABUIEHNNH — 10 9 MT/MJ TIPH TIep-
BUHHOMY 3BEPHEHHI, 3TrO/IOM 3aJUIIABCS B MeKax
HOPMU.

Xsopoba Epareitma—Yecrepa Moke PO3BUHY-
THCS B Oy/b-siKOMY oprani um TKauwhi. Kiinika
3aJ1eKUTDb BiJl TPUBAJIOCTI PO3BUTKY 1 MOIIMPEHO-
CTi TATOJIOTIYHWX BOTHUII, MOKE BapifoBaTU Bif
6e3CUMIITOMHOTO YPaskeHHsI KIiCTKOBOI TKaHWHU
10 GopM 13 MYJbTUCUCTEMHUM YPasKeHHSIM,
110 3aTrPOXKYE KUTTIO.

Haityacrime indiabTpytoTbes ckenet [47],
opbitu [41,52], 3a0uepeBUHHA JIi/ISHKA, CEPIEBO-
CyIMHHA, JieTeHeBa TKAHWHUW, HEPBOBA Ta €HJIO-
kpunHa cucremu [27]. IlosackesieTHi IposiBY CIIO-
crepiraotbest pubnsHo B 50% xBopux [76].

3a/lisTHHS KICTOK JI0 TMATOJIOTIYHOTO TIPOIECy
IpH 11iii XBopoObi BigzHavaeThes y 80—95% martien-
TiB [47]. TumoBum ckenetHuM mpogBom XEY
€ IBOOIYHMIT OCTEOCKIepo3 y MeTadizapHiii Ta mia-
izapniit pinguakax [31,47]. s oninkym ypaxkeH-
H4 KICTOK TIPH 11} 1TaTOJIOTii 3aCTOCOBYETHCS KiJlb-
ka MetoxiB Bigyamizamii PTT, KT, MPT, ciiuaTu-
rpadiss Ta TO3UTPOHHO-eMicifiHa Tomorpadis
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(ITET-KT). lpubmausuo y 4% martieHTiB BigcyTHI
PEHTTEHOJIOTIYHI JIaHI OCTEOCKIEepO3y CTETHOBUX
kictok [41]. 3a nomomoroto ciimHTUTpadii KicTOK
xgopux Ha XEY MoXHAa BUSIBUTH TATOJIOTiUuHE
TOTJIMHAHHS JIOBIUX KiCTOK Yepe3 KOPTUKATbHUKN
octeockyiepo3d [11,19]. ¥ naBemenomy Hamu Kiii-
HIYHOMY BUTIAQIKY CIIMHTUTPadis 1a1a 3MOTY Jriar-
HOCTYBaTu MudysHe ypa)keHHS KiCTOK dYepera,
xpeOTa, Tazy, TpyoYaTuX KiCTOK KiHIIIBOK BUKJTIOY-
Ho 3a ganumu MPT i KT (puc. 3a, 36, 6a, 68).

Y 3naunoi yactku (60%) narieHTiB BijzHaua-
I0TbCSI TIATOJIOTIUHI 3MIHM CEYOCTaTeBOl CUCTEMU
[46]. IlepeBaxxno BUABASETHCA iHOIABTPAILiS
nepuHePUTUYHUX TKAHWH, M0 TIPU3BOAUTH
JI0 TaK 3BAaHOI <«BOJIOXATOI HUPKUY», MOXKJIUBUN
rizipoHedpos i 3BYKEHHsSI cedyoBOLYy. Y OJIU3BKO
TPEeTUHU TAIIEHTIB € O3HAKU PETPOTIEPUTOHEAb-
HOro (hibpo3y. Bakki HUPKOBI ypaskeHHS MOKYTh
MIPU3BECTH /IO PO3BUTKY HUPKOBOI HEIOCTATHOCTI.
¥ 3aznavyenoi xBopoi 3a gornomoroio KT Bcrano-
BJIEHO ypaKeHHs HUPOK, evinku, 113, MHOKMHHI
BY3JIyBaTi yTBOPH B MapeHXiMi JieTeHb i B TJIeBPi
(puc. 6 1-3).

binpm HiXK y MOJIOBUHU XBOPUX CIIOCTEpira-
I0TbCSI CEPIIEBO-CY/IMHHI [IPOSIBY, IPUUOMY Hailua-
crimumMu ¢dopMamMu € iHGITbTpaIlig aopTU Ta
NICEeBIOMYXJINHA Tiepecep/b [35]. Ypaxkenns cep-
1[eBO-CY/IMHHOI CUCTeMU € 3arajbHUM, aje 4acTo
6E3CUMIITOMHUM | BUSIBJISIETHCS BUIIAKOBO
3a storiomoroto KT a6o MPT [37,43]. Haitniomupe-
HIIIOIO aHOMAJTI€Io € TepudepudHa 060JI0HKA M's-
KUX TKAaHWH TPYZHOI i YepeBHOI a0PTH Ta 11 TLJIOK,
BigyasizoBanmnx Ha KT, Ttak 3BaHa <aopTta
3 TIOKPUTTSIM», HasiBHA TIPUOJIU3HO y 2/3 mallieH-
TiB [37,41]. ¥ Bumesrajanoi namientku Ha Exo-
KT ta KT He BUsB/I€HO KOAHNX 3MiH Y CTPYKTYPI
CepIIsi, MaTiCTPAJIBHUX CY/IUH i KiamaniB. Y ¢axo-
BUX MyOJiKamisx OmMucaHo imemidHy XBopoOy
apTepiit, 1o NPU3BOAUTH 0 iH(APKTY Miokap/a
[37,56]. 3axBoproBaHHs TlepuKapia 3yCTpidaioTh-
cs1 y 40—45% mnarienTiB i MOXYTb MPOSIBJISITUCS
MepUuKapAUTOM, BUIOTOM 1 HaBiTh TaMIIOHA0I0
[40,73,75]. Tlpubau3HOo y TpeTUHM HAIIEHTIB
HasgBHA MMPUCTIHKOBA MICEBAOMYXJINHHA iHDITbTpa-
11is1 TTPABOTO TIepeicep/is, 110 YiTKO Bi3yasi3y€eTbest
Ha MPT sk macuBHe ypaskeHHSI, TOJEKYIN BUKIIHU-
Kalouu mopyireHHs (pyHKIlii Kianana abo mpoBi-
Hocti [37,43]. Y Bunanky nudysnoi inginprparii
Miokapia ab0o MIiXKIIepeACepAHOI IIePeropoaKu
MOJKJMBUH PO3BUTOK CEPIIEBOI HEJIOCTATHOCTI
[4,66]. IToBinomis€ThCS IPO 3aIyYeHHsT BHYTPilll-
HBOTIEYiHKOBUX BEH /IO IIPOIecy, 1[0 MOXKe MTpu3-
BECTH JI0 PO3BUTKY MOPTAJIBHOI TillepTeHsii. AKIiio
B IIaTOJIOTIYHOMY TIPOIeci 3a/lisTHi HUPKOBI apTe-

pii, TO MOXJUBA PEHOBACKYJSPHA TIMEPTEH3id,
IO 3rOJIOM MOJKe TOTpPeOyBaTH CTEHTYBaHHS
[37,56]. TTpubmaHo y 25% Naii€HTiB BUSABJISIETD-
csl ypaskeHHsI opOiTH, sike B JesiKuxX ocib 1mpo-
SIBJISIETBCST  €K30(DTaTIbMOM, PETPOOPOITATHHIM
OoJieM, 3anajeHHaM abo cainororo. Y 28% XEY
MOJKe TOIIMPIOBATHCS B MOBIKaX i mepuopbiTaiib-
nux mingukax [41,52]. HeomnopaszoBo y xBopux
MIaTHOCTYBAJIUCS TAITYJIO-HOAYJISIPHI  ypaKeHHS
Ha mikipi [19]. ¥ vacTkm marieHTiB BUABJISLIIACS
iH(IIBTPAIS BYJIbBH, 3HAYHO Pijllle — KJiTOpa
[20]. ¥V 3aznavenoi Buile MAIiEHTKA 32 JaHUMU
KT BugBieHo By3Ji0Bi yTBOpM B TOBIIi TiJja,
MUHKA MaTKW Ta B TixBi (puc. 6i). 3amyueHHsS
JerereBoi napenximu (y 53% BUNAIKIB) Ta 1uie-
Bpu (y 41%) BusiBsisieTbes iz yac ckanyBanist KT
OPTaHiB rPyHOI KIITKU BUCOKOI PO3/IiJIbHOI 3/1aT-
HOCTI. Y paskeHHsI JIeTeHb 4acTo nepebirae 6e3cum-
MTOMHO, PIZIKO MOXe MPOSIBJSATUCS KarieMm abo
saaumikoro [16]. ¥V namientkn B mapeHximi 060x
JIeTeHb Bi3yasi3yBaJiicsl MHOKMHHI TOJIMOpPQHI
COJII/IHI BY3JIMKW Ha 3Pa30K <«MaTOBOIO CKJa»,
cepeHiM po3mipoM Bix 1 10 6 MM, po3MilieHi cyo-
IJieBpaJbHO, TEPUBACKYJISIPHO Ta  B3/I0BXK
MIK9aCTKOBOI TIJIEBPU TTPOCTEKYBABCSA BY3JOBUM
yTBip po3mipom 0 6 mm (puc. 61, 6e). /liBunnka
He MaJia JKOJHUX KJIIHIYHUX Ta ayCKyJIbTaTUBHUX
O3HAK ypaskeHHs auxaynbHoi cucrtemu. Daxisii
BBQ)KAIOTD, 1[0 IIPU IIUTOJIOTTYHOMY JIOCJI/IPKEHHS
IIPOMMBHMX BOJ OPOHXIB ITiji MIKPOCKOIIOM [OBOJII
4acTo MOKHA mobaunTh Makpodaru Ta MiHUCTI
ricrioruty [16].

Ypaxkennsa IITHC € tunioBum siBuiiem y marfieH-
tiB i3 XEY (15-50%) [30,38,40,55]. MosoukoBmii
Ta MipaMiiHuN CUHAPOMU € HAYaCTIIIMMU HEBPO-
Joriunrmu nipostBamu (41% 1 45% BUTIQJIKIB BifIIO-
BIIHO), @ IHIII onucaHi 0cOOJIMBOCTI — 1I€ CYZOMHU,
1iebasirii, HepBOBO-TICUXIYHI IIPOSIBU 00 KOTHITHB-
Hi HOpYIIeHHS, MOPYUIEHHS YyTJIUBOCTI, Hapaiy
Y4eperHO-MO3KOBUX HEPBIB Ta OE3CUMITTOMHI ypa-
skeHHs. HeBposoriune samydyeHHsT MoKe IIpU3Be-
CTU IO TSKKO1 (DYHKIIOHAJIBHOI 1HBAJIiIHOCTI
Mailke y Bcix mamienTis, a ypaxennsa [[HC e
OCHOBHUM HECTIPUATIUBUM TIPOTHOCTUIHUM (hak-
topom npu XEY [7,8]. Bizyanmsno IIHC-3minn
CXOKi Ha MEHIHTIOMU, TPaHyJIEMaTO3HI 3aXBOPIO-
BaHHsT a00 MO3KOBY iHMIJIbTpaIiio XBOpoOOIO
Poszaii—/lopdmana abo LCH [40]. ¥Ypakenus
MaiOTh OCEPEKOBI CHUMITOMH, IO HAJEKATh
JI0 CTUCKAHHSI JOTUYHUX CTPYKTYP abo K, KOJIH
3aXBOPIOBaHHs [U(y3He Ta 00 €EMHe, i3 3aTaTbHIM
HOTIPIIEHHSAM [I3HAHHS Ta XO/U. Y HaI[leHTKU BOT-
HUIIeBa HEBPOJIOTiYHA CUMIITOMATHKA perpecyBa-
Jla Ticys BUAAJIEHHS TyXJWHU TPaBoOi TiM'SHOI
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mitstaky. HetykpoBwuit miabeT € CriibHOIO aTosI0-
rieo XEY Ta LCH. ¥V xBopux Ha XEY
BiH crocTepiraeTbcs B Maiike 25% ocib. Takox
ICHYIOTb ITOBIJIOMJICHHS 1TPO JIeKiJIbKa eH/JOKPUHO-
naTiid, BKJIIOYAIOYN TilepIpoJaKTUHEMIiIo, Helo-
CTaTHICTb TOHAIOTPOIIIHY Ta TilIOTECTOCTEPOHI3M
[41]. Boxgnowac moske He OyTH PEHTTEHOIOTIUHITX
3MiH Tinogisy Ta rinotamamycy. OxHak 36i1bIeH-
He Ta iHIIA aHOMaJIisl IIUX CTPYKTYP MOXKYTb BU-
apnagatucst 3a jgornomoroiro  MPT, HesanexnHo
Bijl HasiBHOCTI a0 BiZICYTHOCTI CYIYyTHBOI €HO0-
KpUHOIATIi. Y BHUIle3a3HAYEHOI MAIIEHTKU He OYJ10
JKOJTHUX O3HAK TTOPYIIEeHb €HIOKPUHHOI CUCTEMU.
Hepinko BUSBISETHCS MATOJOTIYHUN TIPOIEC
XEY y TKaHWHI SIEYOK, MUTOMOMIOHOI 3a/031 Ta
giMdaTnaHUX By3J1iB [67]. € Takok YrcIeHHi TIOBi-
JIOMJIEHHST TIPO BUTIQJKKA 1HMIIBTPAIli MOJOYHOI
3amo3u  [65]. Cxoxi iHGIIBTPATUBHI 3MiHU
B CTPYKTYPi 060X MOJIOYHUX 3aJI03 TAKOK BUSIBJIE-
Ho Ha KT B onmcanomy Bumnajziky (puc. 6:x). Hase-
JleHe HaMU JIOCJT/IKeHHS TT/ITBePKYE, 1110 COHOTpa-
¢iuHe Ta peHTreHoJIOTIYHE AOCIIKEHHST He MaloTh
BUPA3HOTO JIIaTHOCTUYHOTO 3HAUEeHHS, TO/I K Hall-
inopmatuBHimmMu MetoziamMu Bigyamizaitii € KT,
MPT, ciiunturpadis Ta ITET-KT [11,16,30,79].
Orxe, miarno3 XEY BepudikyeThcst 3a HasB-
HOCTI Ha/[3BMYAITHO 0COOJIMBUX KJIIHIYHUX, Bi3ya-
J3aIliHUX, TICTOJOTIYHUX 0COOJIMBOCTEH MTaTOIO-
rii Ta BCTaHOBJIEHHS OCOOJMBOIO MYTalliiiHOTO
crarycy. OCKiJIBKM 1le HaJA3BUYAlHO piAKicHE
3aXBOPIOBAHHS, TO OJHOCTAliHOI e(eKTUBHOI
cxeMH Teparii He icHye. EkcriepuMenTabHi cxeMu
JIIKYBaHHS Ial0Th 3MOTY B JIESIKUX BUTIAQJKAX KOH-
TpoJitoBaTH 3axBoploBanHs. Ha cporoani mono
xBopux Ha XEY 3acTocoBYIOTbCSA Pi3HI METOAMN
JIKyBaHHS, 32 JOIIOMOTOIO SIKUX JiiKapi Hamara-
I0ThCS IOCATTH peMicii abo mpuHaiiMHi cTabisiza-
i cTaHy. 3ampoMOHOBAHO KiJbKa TMiIXO/IB,
3aCHOBAaHMX Ha PI3HOMAHITHUX Oi0JIOriYHUX
TEOpisIX 1 HEBEJUKOMY KJIHIYHOMY JIOCBIII.
3a manumu nyOmikariiii, iHTepdepon-o 3abesre-
yye HalKpally cTpaTerito yrupasJiHHs, Y Oi1blio-
cTi BUNIAJIKIB 3abe3mneuyroun CTiiKy crabitizariito
3axBopioBaHHA [7]. IHTepdepon-0. BBOAUTHCSA B
1031 BiZi 3 MJIH OMHUI 3 pasu Ha TUIKIEHD /10
9 MUTH omMHMIH 3 pa3u Ha TUsKAeHb. [lerinTepde-
poH anbda-2a, mneriboBaHa Qopma iHTepde-
POHY-0l, € €KBIBaJEHTHOIO aJbTePHATUBOIO IHTEP-
dbepony-a; BBOAUTHCS B 1031 Bix 135—200 mKr
Ha ToKAeHb [ 7]. Coix BpaxoByBaTH, 1O JTiKyBaHHS
umu 3acobamu TpuBasie. Cepesl HECTIPUSTINBUX
edekTiB iHTEphEPOHY-OL € acTeHis, Mianris, cBep-
61k, TpoMOoIMTOIIEHIsT Ta menpecis [48]. Edek-
TUBHICTH iHTEP(hEPOHY-0 3MIHIOETHCS BiITIOBITHO

10 PI3HUX MICIlb ypakeHHS 3aXBOPIOBAHHA.
3acTocyBaHHS BUCOKHUX 703 iHTephepoHy-o.
(>18 MuTH OIMHUIIH HA THK/IEHD ) 00 BUCOKUX /103
nerintepdepony anbda-2a (>185 MKr Ha THXK-
JleHb) € e(eKTUBHUM Yy JiKyBaHHI MNalli€HTIB
i3 Tsoxkoio hopmoto XEY. Peaxitis Ha jikyBaHHS
HailedheKTUBHIIIA MO0 YPaKEeHHs MIKIpH, a BxKe
notiMm — mozao [THC, rimogisy, jerens Tta cepii,
SIKI BKJTIOUAIOTh BOTHUIIA, CTIMKIII /10 JIIKyBaHHS
[48]. € rakox myOsmikarii, sIKi HiATBEPIKYIOTH
eeKTUBHICTb iHTep(epoHy-0 00 IHITUX MiCIlb
saxBopioBatus. F. Braiteh Ta in. (2005) mosimo-
MJSI0Th TPO 3HAYHY TPUBAJIY  Perpeciio
(3—4 poku) peTpoopbITATHHUX yPaKeHb, a TAKOXK
[IPO TIOMITHE IOJIIIIEHHS CTaHy I[IPU ypaskeHHi
KiCTOK, 3MeHIIeHHsT GOJIIO0 Ta CUMITTOMIB HEIYKPO-
BOro AiaGeTy B MAIliE€HTIB, sIKi OTPUMYIOTh iHTEp-
depon-a [13]. L. Arnaud ra in. (2010) 3a3Haya-
10Th, 10 iHTEP(hEPOH-a Ma€ HEBHAYHUI BIJIMB Ha
nepebir ypaskenns jerenis npu XEY [8]. Oxnak
(bakTOpiB TIPOrHO3yBaHHS BINOBIZI Ha 3acTOCY-
BaHHS Teparrii iHTepdepoHOM-0. HE BUSBJIEHO
[48]. 3a asbprepratmBHe JikyBanHg XEY
IIPOIIOHYEThCS 3acToCyBaHHs Kaaapubiny (2cda)
[2,58]. Kuaapubin BBOAUTBCS B 031 Bij
0,07-0,14 mr/kr/mo0y 1porarom 5 Ai6 IOCIILIb.
C. Myra ta in. (2004) 1oBifloMJISI0Th TIPO TMAITi€H-
Ta 3 XEY, cTaH IKOro oMIiTHO IIOJIIIINBCS IIiCJI
JikyBaHHs Kiaaapubinom [58]. Z. Adam Ta iH.
(2011) ommcyioTh 4YaCTKOBY pPETPECII0 ypaskeHb
[THC ynacainok XEY micag jikyBaHHS cXeMOIO
Ha ocHOBI kiaapubiny [2]. [omo mobiunux edek-
TiB KJaApubiHy, TO MOKJIMBE [0303J€XKHE
MPUTHIYEHHS KICTKOBOTO MO3KY Ta HEBPOJIOTIYHA
TOKCHUYHICTD. € iH(opMalIis Ipo OHOrO MallieHTa
3 XEY, y SIKOTO PO3BHHYJIACsI panToBa ABOOIYHA
CJITIOTA, IMOBIPHO, Yepe3 TOKCUYHY TPaBMY 30PO-
BUX HEPBIiB, CHpUYUHEHY Kiaaapubinom [57].
Jlysxe oOMeKeHWIl BITMB Ha 3aXBOPIOBAHHS
YUHATH KOpTUKOcTepoinu [2]. Pisui Tumnm cxem,
3aCHOBAHMX Ha XimioTepallii, 3aCTOCOBYIOTbCS
3 PI3HUM CTYyIEHEeM YCIiXy, aje B OiIbIIOCTi
BUMA/IKIB 11e 3a0e31euye JInIie THMYACOBE MOJIer-
menns [15,50,58]. [IpomeneBa Teparnist He ja€e
crifikoi kuiniunoi Bigmosimi [13]. TuribyBanus
nepesiadi CUTHAIIB (hbakTopa POCTy TPOMOOIIMTIB
(Platelet-derived growth factor, PDGF) 3a normo-
Morofo iMaruHiOy abo cyHiTHHIOY mae TOMipHi
pesyabTaTi [8,36,49]. Jluie yacTKOBUIA YCITiX BiJl-
MIiYa€eTbCSl B JIIKYBAaHHI YypaskeHHs KICTOK IIpHU
sacrocyBanti Gidocdonaris [32,70]. Hosi nepc-
IIeKTUBHI BapiaHTHU JIIKyBaHHS OIMCaHI 3 ypaxy-
BaHHSAM PO3YMiHHSI MOJIEKyJIsIpHOI Giostorii XEY.
HakomnuuayioTbest 0OHAININBI PE3yJIbTaTH MIO0
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BUKOpPUCTAaHHS  iHTepselikiny-1  (Amnaxinpa)
[3,6,10,72]. OcranHiMu poKamMu iCHYIOTbh HOBI
MmaTOTeHeTUYHI miaxoau a0 JgikyBanHsa XEY
i3 3acrocyBaHHsIM GiOJIOTIYHO aKTUBHUX PEYOBHH
ta iuri6itopie BRAF. Takum mnepcrnekTuBHIM
dapmaresTuynuM areHToM € inribirop BRAF
Bemypadeni6 (Vemurafenib), axuii HelomgaBHO
II0OKa3aB 3HAayHy e(eKTUBHICTb Y JiKyBaHHI
namientiB i3 XEY, ricrionut skux Oy/Iu M031-
tuBHUMHU o0 MmyTtaiii BRAF V600E [41].
Takoxx HemosaBHO 3'gdBuUiacsd iHdopmMallis Mmpo
HIIII MOKJIMBOCTI JIIKyBaHHSI, 3aCHOBaHI HAa iIMyHO-
sorigniit ocaosi XEY, 30xpema, Teparist pekomOi-
HAaHTHUM TyMaHi30BaHUM MOHOKJOHAJIbHUM
AHTUTIJIOM [0 JTIIOJACBKOTO PeIlenTopa iHTepJieiKi-
Hy-6 3 migkiaacy imynorsnobyainis 1gG1, sk Tocili-
zumab (axrempa), i tepamis TNFo: ribpumne
mutago-ozcbke (IgGl) MoHOKIOHAIBHE AaHTHTI-
JIO 3 BUCOKOIO aiHHICTIO SK /10 PO3YNHHUX, TaK
i 10 TpancMeMmOpaHHUX (opM (hakTOpa HEKPO3Y
nyxaunu oo (TNFa), ane He 31aTHe HelTpasti3yBa-
tn sgimborokcud o (TNFo) — indaikcumabd

(Infliximab) [25].
BucnoBku

XBopoba Epareiima—Yecrepa € pigkicHuM
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