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HaBefeHo Tpu KNiHiYHI BUMAgKWM 3 nogi6bHum e6oToM XBOPOOW Ta 3MiHaMu y remorpami y AiTed NepLioro poky XUTTd. Y nauieHTiB BiA3Haqanucs:
ONifICTb LWKIpY Ta BUAUMUX CNIM30BIUX 060I0HOK, renatonieHanbHUin CUHAPOM, ABOGIYHA MHEBMOHIS, NOraHuii NPUpICT y Maci Tina, aHemis, 3MiHa KinbKocTi
TPOMOOUWTIB, NiABULLEHE 3Ha4eHHs nakTatgerigporedasu (LDH) y cuposartui KpoBi, rinepneikoLmnTos i3 rinepnnasieto KNiTUH rpaHynouuTapHoro pagy. Y Box
0ci6 cnocTepiranacs nossa 6nacTis 3a BifCYTHOCTI KPUTEPIIB rOCTPOI ieiKeMii y mienorpami. Y HUX giarHoCTOBaHO: NeikemMoiaHy peakuito (JTP) Ha ABOGi4HY
NHEBMOHIl0, XPOHi4He MienonponichepatnsHe 3axsoptoBanHs (XMI3)/xpoHidHy mienomoHoumTapHy neiikemito (XMMJ1) 3 eosuHodpinieto i3 t(1;5)(q21;032)
i nepe6ynosoto reHa TPM3-PDGFRP, Ta toBeHinbHy mMienomoHouuTapHy neitkemito (KOMMJ1) i3 myTauieto PTPNIl-rena (c.181G>A). Benuky yBary npuginexo
0CO6NBOCTAM NATONONIYHMX 3MiH Y 3aranbHOMy aHaniai Kposi (3AK), ricTonoriYHNM Ta reHeTM4HUM 0C06IMBOCTAM, KITiHIYHOMY nepebiry xsopobu, aude-
peHLianbHii giarHocTuui Mix JTP i BifNOBiAHNM BapiaHTOM remMo6nacTo3y. HaseaeHo ornag niteparypu.

Y nepLuomy KniHiYHOMY BUNaAKy B remorpami, okpim rinepneiikouutody noHag 170x10%1 i3 oMONOLKEHHAM Y NEAKOLNTAPHIA dhopmyni o 6nacTis, aHeMmii,
cnoctepiranucs rineptpom6éouuTo3 noHag 1300x10°%I, renatonieHanbHWUA CMHAPOM, WO AaBano nigcTasy 3anigosputi XMIM3, 3okpema KOMMIT a6o XMMJI.
[TpoTe HeonnacTu4He 3axBOPIOBAHHA KPOBI He MiATBEPKEHO, 3MiHW Manu 3BOPOTHUIA xapakTep. linepeo3nHodinis BUABNANACL Y APYroMy Ta TPeTbOMY
KNiHiYHOMY Bunagkax. Kpim BkasaHux BULLE KITiHIYHUX 3MiH JiarHOCTOBaHO niMpageHonartito, 3okpema y nauieHta 3 OMMIJ1 6yna BusineHa rinepnnasis nim-
thosy3niB y cepenocTinHi. YV giyunku i3 XMMN3/XMMIJT cnocTepiranocs cneyndivyHe ypaKeHHs Wwkipu, K i y Tpetunn xsopux Ha FOMMIL. Mpu nposedeHHi
TiCTOMOrYHOr0 AOCNILKEHHS TKAHUHW NiMDATUYHOrO BY3na Ta LUKIpYU Y LMX 0Ci6 BUABAANNCS NOLIOHI 3MiHW. bionciHWA MaTepian Npe3eHTyBaBCs MOHOLM-
TONOLIGHAMN KNITUHAMW 3i 3HAYHOK KINbKICTIO HE3PINMX Ta 3pinux eo3nHoinsHux rpanynoumtis. XMMN3/XMMJ1, nos'asaHi 3 eo3uHodinieto Ta OMMII,
€ HaA3BMYANHO PiAKICHUMN 3aXBOPIOBAHHAMM Y AITEN, CXOXKUMI 33 KMiHIYHUMM Ta NabopaTopHUMKU 03Hakamu. ToMmy 0CO6/IMBOI yBaru BUMaratTb NauieHTu
3 renatocnyieHomeranieto, noninimdgageHonarieto, ediunTom mMacy Tina Ta 3MiHammu y remorpami, TakKuMu sk e031HOMINIA, HasABHICTb MPOMIKHUX (hOpM rpa-
HynouuTie, 6nacTemisi, MOHOLMTO3, HOPMOBNIACTO3, 3MiHHA KiNbKICTb TPOMOOLMTIB — BifA rinepTpomM60LNTO3y A0 NOMIPHOI TPOMBOLMTONEHIT, NiABULLEHHS
LDH. OcTatoyHa Bepudikauis MOXNBA NULLE 3a YMOBM NPOBEAEHHS MONEKYNAPHO-TEHETUYHOTO AOCAIMKEHHS. BUABNEHHS BiaNOBIAHUX MONEKYNApHO-Te-
HETUYHUX MyTaUii, WO NeXaTb B OCHOBI MEBHOI HO30MOrMYHOI OAWHMLI, AO3BONSAE BCTAHOBUTM AiarHO3 Ta NMPaBWIbHO CMaHyBaTW NikyBaHHA. JTikyBaHHs
imatuti6om y mitet i3 t(1;5)(q21;q32) Ta nepebynosoto reHa TPM3-PDGFRB fae waHcu Ha ofy»aHHs Ta JOCATHEHHS remMaTonoriyHoi pemicii. ImatuHi6 cnig
PEKOMEHAYBATM AK NepLUY JTiHIt0 NiKyBaHHSA TaKMX NaLieHTIB.

[ocnifkeHH BUKOHaHi BiANOBIAHO A0 NMpWHUMNIB TenbCiHCbKOi [leknapauii. MpoTokon AOCHimKeHHs yxBaneHuii JlokanbHum etudHum komitetom (J1EK)
yCTaHoBU. Ha npoBejeHHs JOCnigpKeHb 6yno 0TPpUMaHO NoiH(OpMOoBaHy 3rofly 6atbkiB AiTeil (260 iXHix OniKyHiB).

ABTOpPU 329BNSAKOTL NMPO BiACYTHICTb KOHMIKTY iHTEPECIB.

Knio4oBi cnoBa: nerikemoifHa peakLis, XpoHiyHe MienonponicpepatneHe 3axXBOPIOBAHHSA, OBEHINbHA MIEOMOHOLMTAPHA NEKeMis, AiT.
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The publication presents three clinical cases with a similar debut of disease and changes in the hemogram in children under the age of 1. Patients were noted with:
pale skin and pale visible mucous membranes, hepatolyenial syndrome, bilateral pneumonia, poor weight gain, anemia, changes in platelet count, increased value
of lactate dehydrogenase (LDH) in serum, hyperleucocytosis and hyperplasia of granulocyte cells. Two patients had blasts, but no acute leukemia criteria
in myelogram. These patients were diagnosed with leukemoid reaction (LR) for bilateral pneumonia, chronic myeloproliferative disease (CMPD)/chronic myelo-
monocytic leukemia (CMML) with eosinophilia and with t(1; 5)(q21; q32) and rearrangement of the TPM3-PDGFRp gene and juvenile myelomonocytic leukemia
(JMML) with the mutation of the PTPNII gene (c.181G>A). Much attention is paid to pathological changes in the general blood test, histological and genetic aspects,
clinical course of disease, differential diagnosis between the LR and the corresponding variant of hemoblastosis as well as to review of the literature.

In the first clinical case hemogram showed hyperleukocytosis of more than 170x10%1 with rejuvenation in the leukocyte count before blasts, anemia, hyper-
trombocytosis of more than 1300x10%1, hepatolienal syndrome, which gave reasons to suspect CMPD, in particular JMML or CMML. With LR anemic syndro-
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me is extremely rare. A child with LR anemia had hypochromic iron deficiency. In patients with CMPD/CMML and JMML iron deficiency was not detected, but
there was a significant increase in serum vitamin B12 levels. Hyperosinophilia was determined in the second and third clinical cases. In addition to that lympha-
denopathy was diagnosed. The patient with JMML was also diagnosed with hyperplasia of the lymph nodes in the mediastinum. A girl with CMPD/CMML had
a specific skin lesion, which can be found in a third of patients with JMML. During histological examination of the lymph node and skin tissue similar chan-
ges were revealed in these individuals. Biopsy material was presented by monocytes cells with a large number of immature and mature eosinophils.
CMPD/CMML associated with eosinophilia and JMML are extremely rare diseases in children. They are clinically similar and show similar lab test results.
In these children the diagnosis was based on a combination of clinical, histological, immunohistochemical, molecular genetic methods.

Therefore each doctor must be especially attentive to patients with hepatosplenomegaly, polylymphadenopathy, underweightness, changes in hemogram, such as
eosinophilia, presence of intermediate forms of granulocytes, blastemia, monocytosis, normoblastosis with an altered number of platelets from hypertrombocyto-
sis to moderate thrombocytopenia, increased LDH. The child should be referred for a consultation with a hematologist to verify the diagnosis using appropriate
diagnostic criteria, including molecular. Final verification is possible only with the help of molecular genetic tests. Identification of the molecular genetic mutations
allows to diagnose correctly and to choose the right treatment plan. Treatment with imatinib in children with t (1; 5) (q21; g32) and the rearrangement of the TPM3-
PDGFRP gene gives a chance of recovery with hematological remission. Imatinib should be recommended as the first treatment for these patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all participating institution. 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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JlelfikeMmougHble peakuum u XpoHnyeckue muenonponudepaTtmeHblie 3a6oneBaHusa
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[MpeAcTaBneHbl TPU KITMHUYECKUX CAyYas C NOXOXUM Ae6HTOM 60M1e3HIN 1 N3MEHEHUAMY B reMOorpamMme y eTeil NepBoro 0Aa XXU3HW. Y NaLueHTOB 0TMeya-
NNCb: 6NEAHOCTb KOXM 11 BUAUMBIX CIIU3UCTbIX 0605104€K, renatonneHanbHblil CUHLPOM, LBYCTOPOHHAS MHEBMOHWS, N10Xas Npubaska B Bece, aHeMusl, U3Me-
HEHWe KOIn4ecTBa TPOMOOLMTOB, NOBbILLEHHOE 3Ha4YeHWe nakTaraernaporeHass (LDH) B CbIBOPOTKE KPOBW, TUNEPIeRKoLmMTO3 C runepnnasueil KneTku rpa-
HynouuTapHoro psaa. Y Agyx 60MbHbIX HA6MIOAAN0CH NOSABAEHNE 6AACTOB NPWU OTCYTCTBUM KPUTEPUEB OCTPOIA NEiKEMUM B MUeSTorpamme. Y aTux nauneHToB
[MarHoCTUPOBaHbI: neiikemouaHas peakuus (JTP) Ha 4BYCTOPOHHIOK MHEBMOHUIO; XPOHMYECKoe MuenonponudepatmsHoe 3abonesaHue (XMIM3)/xpoHnye-
CKnit MuenomoHoumTapHbiil neiko3 (CMML) ¢ so3uHocunueii ¢ t(1; 5)(q21; g32) u TpaHcchopmaumeit rena TPM3-PDGFR, 0BEHUNbHbBIA MENOMOHOLMTAP-
HbIl neitko3 (FOMMIT) ¢ mytauueit rena PTPNII (c.181G>A). bonbluoe BHUMaHWe yAeneHo 0CO6EHHOCTAM NATONOrN4eCKUX N3MEHEHUIA B 06LLEM aHanu3e
KPOBMU, TMCTONOTMYECKUM W FEHETUHECKUM 0COBEHHOCTAM, KIIUHUYECKOMY Te4eHU0 60Ne3HM, auddepeHunansHoi anarHoctuke JIP u cOOTBETCTBYHOLLErO
BapuaHTa remobnacrosa. MpegocTasneH 0630p NMTepaTypsbl.

B nepBoM KNMHMYECKOM Cryyae B remorpaMme, Kpome runepneikountosa soiwe 170x10% | ¢ oMonoxeHnem B NERKOLUTAPHOI hopmyne K 6nactam, aHemum,
Habnogancs runeptpomoounTos Boite 130x10%1, renatonmeHanbHbIA CUHAPOM, YTO N03BONANO0 3anofo3putb XMM3, B 4actHoctn KOMMIT unu XMMJ1. Mpu
JIP anemuyecknit cuHapom 6biBaeT KpaitHe peako. Y pebetka c JIP 6bina runoxpomHas xenesogeuumntHas aHemus. Y naumentos ¢ XMMN3/XMMIT n OMMIT
He 00HapyXXeH AednuunT Xenesa, 04HaKo HabMI0AAN0Ch 3HAYNTENBHOE NOBLILIEHWNE YPOBHS BUTaMIUHA B12 B CbIBOPOTKE KpOBW. MMNepao3nHodmnms onpege-
NAnach BO BTOPOM W TPETbEM KIIMHUYECKOM Cy4asnx. KpoMe yKa3aHHbIX BbILLe KMHUYECKUX U3MEHEHUI AMarHOCTUPOBaHA NUMMALEHONATNS, B T.4. Y nauu-
eHTa ¢ OMMIJ1 6bina 06HapyxeHa runepnnasuns numoysnos B cpegoctennn. YV aesoyku ¢ XMMN3/XMMIT Habntoganock cneunduyeckoe nopaxeHne Koxu,
KOTOPOE MOXXHO BCTPETUTb Y TPeTH 60nbHbIX ¢ FOMMII. Mpu npoBeAeHUN MUCTONOMMYECKOr0 UCCNeA0BaHNS TKAHN NTUMEATUYECKOr0 y3ia U KOXI Y 3TX L
06HApYXeHbl NOX0XWEe U3MeHeHUs. B 6uoncnitHoM martepuane NPUCYTCTBOBANW KNETKM TUNA MOHOLMTOB C 6ONbLUNM KONMYECTBOM HE3penbiX U 3pesibIX
303nHodunos. XMMN3/XMMJ1, ceasanHbie ¢ 303uHocbunuen u OMMI1, 9Bnsi0TcS 4pe3Bbi4aitHO pefKMMKU 3a60NeBaHNAMU B AETCKOM BO3pacTe, KOTOpbIe
MMEIOT KIIMHNYECKOe 11 TabopaTopHOe CXOLACTBO. B ymOMSHYTbIX Cly4asx ANarHoCTMKa OCHOBbIBANACh HA KOMOMHALNN KMHUYECKNX, TUCTONOTMYECKNX, UMMY-
HOTUCTOXMMUYECKUX, MONEKYNSAPHO-TeHETUYECKMX METOLOB. 103TOMY KaX[iblii Bpa4 006513aH 6bITb 0CO6EHHO BHUMATESEH K NauueHTaMm ¢ renarocrnieHomMera-
nueit, nonunumdageHonatneil, eULUUTOM MaCChl TeNa N Y4UTbIBATH KaK KITMHNYECKME, Tak 1 TabopaTopHble NaTonornyeckne 3MeHeHNs, Takine Kak 3031-
HOOUANA, HanMYMe NPOMEXYTOUHbIX POPM FPaHYNoLMTOB, 61aCTEMUS, MOHOLNTO3, HOPMOOACTO3, C U3MEHEHHbLIM KONUYECTBOM TPOMOOLMTOB OT runep-
TPOMOOLNTO3a 0 YMEPEHHON TPOMOOLUTONEHUM, NoBbILeHre LDH. Pe6eHOK [0MmKeH ObiTh HANpaBneH Ha KOHCYMbTauMio K reMatonory ans sepucukaumm
[VarHo3a C NpUMeHeHMeM COOTBETCTBYIOLLMX ANArHOCTUYECKMX KPUTEPMEB, B T.4. MOMeKynsapHbix. OKOHYaTenbHas BepucukaLuus BO3MOXHA TONbKO Npu
MOMEKYNSPHO-TEHETUYECKOM UCCNeL0BaHINIA. BbisiBNeHNe COOTBETCTBYHOLLNX MONEKYNSAPHO-TEHETUYECKNX MyTaALMIA, NeXalLlnX B OCHOBE ONPeLeneHHoN HO30-
NOrMYECKON eLMHULbI, NMO3BONSIET YCTAHOBWUTL COOTBETCTBYIOLLMIA AUArHO3 W NPABULHO CNNAHMPOBaTh NieveHue. JleveHue feteit ¢ t(1;5)(q21;032) u nepe-
cTpoiikoii reHa TPM3-PDGFRB umatnHn60M [aeT LWaHChl HA BbI3AOPOBEHNE W LOCTVXKEHNE reMaTonornieckon pemuccni. imatuuné cnepyer pekoMeHao-
BaTb KaK npenapar Nepsoi NIMHAK B NIEYEHNUN TaKUX NALNEHTOB.

ViccnenoBaHue 6bI10 BbINONHEHO B COOTBETCTBUM C NpUHLMNAMI XeNbCUHKCKOI [eknapavuu. [poTokon uccnefoBanns 6bin 0406peH JIoKanbHbIM aTUHECKUM
komuteTom (JT9K) y4pexpeHuii. Ha npoBefeHre UCCnefoBaHmin 66110 NOMy4eHO MHKDOPMUPOBAHHOE COTNacue PoauTeneit AeTeli (Man UX OMeKyHOB).
ABTOpbI 3a7BNAOT 06 OTCYTCTBUN KOHNNKTA UHTEPECOB.

Knioyesble €10Ba: NieikeMonHasA peakLns, XpoOHUYecKoe MUenonponmdepatuBHoe 3a60eBaHine, OBEHUbHAs MUENOMOHOLMTAPHAS NeiikeMus, LeTu.

Beryn

MPaKTUIll JIKapiB PI3HUX CIeliaJlbHOCTeN
yHepiI[KO 3yCTPIYalOThCS MAIIEHTH 31 3MiHA-
MU Y TeMOTpaMi 3 TPOSIBOM PI3HOMAHITHUX THUIIB
aeiikemoigHux peaxmiit (JIP). Ilpu Busgssienni
B aHaJTi3i KPOBi TaKMX MATOJIOTTYHUX 3MiH, SIK €03H-
HOMIJIISA, HASBHICTD TTPOMIKHUX (POPM TPaHyJIOIN-
TiB, MOHOLIUTO3, JTIM(DOLUTO3, HOPMOOJIACTO3, Tilep-
TPOMOOITMTO3 TOIIO, TIEPEJT JTIKAPEM MOCTAE 3aBIaH-

10

H4 audepentiiiiHoro iarno3y mix JIP un, Mmoskim-
BO, JIEIKEMI€IO, OCKIJIBKM ITOMUJIKOBA JIiarHOCTHUKA
«TeMO0IaCTO3y» MOJKE MPU3BECTH JI0 HETTOIPABHUX
HacJ1izikiB. ToMy BKpaii BaskuBo OyTr 00i3HAHWMM 3i
3MiHAM¥ B KPOBI TIPU PI3HUX 3aXBOPIOBAHHSIX.
HaBoamMo BJyracHi KJiHIYHI CIIOCTEPEKEHHSI.
HocaifzkenHsa BUKOHaHI 3a npuHIMNaMu [enb-
cincbkoi [leksapanii. IIpoTokos gociiizkeHHs
yxBajieHuii JIoKaJlbHUM €TUYHUM KOMITETOM
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(JIEK) ycix 3azHauenux y pobori ycranos. Byio
OTpUMaHO MOiH(GOPMOBaHY 3rofy OaTHKIB JiTei
(abo iXHIX OMIKyHiB) Ha MIPOBEIECHHS IOCIIKEHb.

Kainiuamii Bunagoxk 1

JliBunnka, 8 wmic., rocmitamizoBana y Biji-
JIEHHSI TeMaToJioTii Ta iHTeHCUBHOI XiMioTeparii
3YCAMII y sumni 2006 p. 3i ckapramu Matepi Ha
3arajibHy CJIa0KicTh, BUpPas3Hy OJIIICTh MIKIPHUX
MOKPHUBIB, MaJIONPOAYKTUBHUI Kaliesb, cybde-
OpwibHy Tapstuky. luTuna Bij 2-1 BariTHOCTI, 2-X
MOJIOTIB, HAPOJUJACS IIISAXOM KecapeBOro po3-
TuHy 3 Macoio 3050 T, BUTOZOBYBAHHS TPYAHUM

MoJsiokoM. I3 mpodmennens — BIK y monoroso-
My OyauHKy. /[Ba THoKHI 10 rocmiTasisanii — BoJio-
TUil Kaiiesb, 3rofloM — cyOdeOpuibHa rapsuka.
3BEPHYJIUCS JI0 Te/liaTpa, KU 3a pe3ybTaTaMu
3araspHoTo aHamidy kKpoBi (3AK) ckepysaB n10
remartosiora. [Ipu rocmitamizaiiii 3araJbHUNA CTaH
BayKKW, BUPa3Hi O3HAKM 3arajbHOI iIHTOKCHUKAILi,
JINXAJIbHOI Ta CEePIEeBO-CY/IMHHOI HEJIOCTATHOCTI
(CCH). Bimxusa 3umkena. Typrop Tkanun 36e-
pexxennii. [lIkipa 6sina, 6e3 Bucumy. Haz jerems-
MU IPIGHOMIXYPIIEBI XPUITH B3[I0BK 000X JIeT€Hb.
Yacrora muxanb (Y1) 46/xB., SpO2 96-97%.

Tabruys 1

MopiBHsAANbHa XxapaKTepUCTUKa KNiHiko-nabopaTopHux oco6nmBocTelt Ae6I0Ty NeiikeMoiaHOT peakuii HeiTpodiNbHOro TUNY
Ta mienonponipepaTUBHMX 3aXBOPIOBaHDb Y AiTEN

MokasHuk Kniniynuia Bunapgok 1 (JIP) Kniniynuit Bunagok 2 (XMN3) | KniviyHuii BUnapok 3 (OMMJ1)
Bik 8 mic. 3 mic. 3 mic.
Cratb X X q
3aranbHuUin aHanis Kposi
Eputpoumtn, 101 3,87 3,18 3,98
l'emorno6iu, g/dl 10,0 9,1 10,7
TevikounTn, 10% 170,7 120,58 57,48
Bnactn, % 15,0 0,0 7,0
MienounTu, % 12,0 50 8,0
Metawmienountn, % 14,0 1,0 3,0
BazoginbHi, % 0,0 3,0 6,0
EoauHodinbHi, % 1,0 14,0 5,0
ManuukongepHi, % 10,0 15,0 8,0
CermeHTongepHi, % 21,0 35,0 37,0
Nimdpoumntn, % 20,0 12,0 19,0
MoxounTn, % 7,0 15,0 7,0*
Tpom6ouuTy, 10°% 1384,0 258,0 88,0
Hopmouwtn, Ha 100 KnitvH 0,0 3,0 2,0
LLIOE, mm/rog 28,0 45,0 3,0
BioximiuHuI aHani3 KpoB.i

T.Bili, mkmol/l 5,1 12,0 12,4
D.Bili, mkmol/l 1,0 3,8 45
ALT, U/l 24,0 14,0 28,0
AST, U/l 34,5 28,0 34,0
GGT, U/l 10,0 46,0 37,0
ALP, U/l 230,0 841,0 778,0
LDH, U/ 1188,5 701,0 4420
Fe, mmol/l 5,5 20,0 17,4
Vit B12, ng/ml — 1400,0 13514,0
Ferritin, ng/ml — 749,0 210,6
CRP, mg/l >6,0 >12,0 <6,0
UN, mmol/l 3,1 2,2 1,5
Crea, mkmol/l 42,4 34,0 26,0
Glu, mmol/l 45 5,0 5,9
T.PROT, g/l 51,0 66,0 58,0
Alb, g/l 21,0 43,0 41,0
K, mmol/l 4,4 4,6 41
Na, mmol/l 130,0 138,0 139,0
Ca, mmol/l 2,5 2,67 2,49
Amylase, U/l 10,2 8,0 14,0
HbF, % HerataTuBHUI — 3,9%
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IIpodosacenia mabauyi 1

Moka3Huk Kniviunuin Bunapok 1 (J1P) Kniniynuin Bunapok 2 (XMN3) | Kniviynnii BuUnapgok 3 (OMMJ1)
Bik 8 mic. 3 mic. 3 Mic.
Cratb X X Y
Mienorpama
KniTuHHICTb rinep rinep HOpMO
Bnactn,% 0,6 0,4 7,7
Mpomienountn, % 2,0 6,0 2,0
Mienountn, % 8,2 1,8 16,0
MeTamienounTu, % 6,8 1,4 2,7
BasodinbHi, % 0,0 0,8 1,3
EosunHoginbHi, % 1,0 10,4 9,0
MannukosgepHi, % 11,8 14,2 10,3
CermeHTosinepHi, % 21,2 26,0 25,7
Jlimcpoumntn, % 27,4 18,4 21,7
[naamatnyHi KnituHu, % 0,0 0,2
MoHouunTn, % 9,6 16,8 1,0
Eputpobnactu, % 0,6 3,6 2,7
Hopmo6nacTtu 6a30ginbHi, % 0,8 0,2
Hopmo6nactu 2,6 2,2
nonixpomaToineHi, %
Hopmo6nactu okendinbHi, % 7,4 1,2
Merakapiount, y npenapari 10 MOOAVHOKI NOOAVHOKI
KniHiyHa npe3eHTaLjs
[MeviHka, cm 3,0 3,0 4.0
LLiNbHICTb NOMipHa LLiNbHICTb LWinbHa LinbHa
CenesiHka, cm 0,5 3,56 3,5
LLiNbHICTb enactunyHa LWinbHa LWinbHa
Jlimchaperonaris - + +
YpaxeHHst LLKipK - + +
MHeBMOHis + + +
[eHeTUYHI pocnifXeHHs KiCTKOBOro MO3KY
LinToreHeTnuHi Kapiotun 46 XX; t(1;5) (921;932); Kapiotun 46 XY;
He BusBNeHo 1(9;22) He BMABMEHO 1(9;22) He BusBneHo 1(9;22)
MonekynsipHO-reHeTu4He - HE BUSABIEHO: He BUSIBNEHO:
— TpaHcnokauii BCR/ABL — TpaHcnokauii BCR/ABL
1(9;22)(q34;911); 1(9;22)(q34;q11);
— AML1/ETO t (8;21) — AML1/ETO 1(8;21)
(922;922); (922;q22);
— peapaHxauii MLL-reHa; — peapaHxauii MLL-reHa;
— MOHocoMito 5, peneuito 5g-; | — MoHocoMito 5, feneLito 5q-;
— MOHOCOMIlO 7, geneuito 7g- | — MOHOCOMiItO 7, feneLito 7g-
FeHeTUYHI gocnigxeHHa nepudepuyHoi KpoBi
Busenena myTauis - t(1;5) PTPNII reHa
(921;932) (c.181G>A, p.D61N),
TPM3-
PDGFRB

Ipumimra. *Y HaCcTyNHUX aHAIi3aX KPOBI BUSIBJISIBCS MOHOIIUTO3 14—24%.

Tonu cepirst puTMivHi, YacTOTa CEPIEBUX CKOPO-
yenb (UCC) 146/xB., AT 90/55 mm pr.ct. [lepu-
depuuni gimdoBysiu He 30imbiieHi. JKusit m's-
kuii, mevinka +3,0 ¢cM Ta cesesinka +0,5 cM 3-11i
Kpaio pebepHOl ayru, M'skoi koHcucreniii. Kic-
TKOBO-CYTJI000Ba CHCTEMa Bi3yaJbHO HE 3MiHEHa.
Temn miypesy 30epeskennii. MeHiHTea bHI CHM-
nromu Bigcytni. BT 1,2x1,5 cM, Ha piBHI KicTOK
yeperna. Maca tima — 6,8 xr. 3AK: epurporutu
(Ep) — 3,87x10"/1, remorso6in (I'6) — 10,0 g/dl,
neiikorur (Jle) — 170,7x10°/1, 6mactu — 15%,

12

mienorutu (MiT) — 12%, Metamienonutu (MTMIT)
— 14%, 6asodinbhi (6a30) — 0%, eosuHOMiNbHI
(e) — 1%, mamuukosimepHi (1) — 10%, cermenTo-
anepti (¢) — 21%, nimporutu (1) — 20%, MmoHO-
utu (M) — 7%, rpomOorutu (Tp) — 1384x10°/1,
HIOE — 28 mm/h. ¥ Gioximiunomy anasisi KpoBi
(BAK): Bucoka usakratnerinporesaza (LDH)
1188,5 U/l, Husbke 3HAYE€HHSI CHUPOBATKOBOTO
samiza (Fe 5,5 mmol/l), rinonporein (T.PROT
51,0 g/1) ta rimoamsbOyminemis (Alb 21,0 g/1).
Iamni nokasarku BAK y mexax mopmu (tabu. 1).
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Pue. 1. InHamika peHTreHonoriyHmx 3MiH y nauienta Net

Crocrepirasiocss 3HUKEHHS TyMOPAJIbHOI JIaHKU
imymitery (IgA 20,6 mg/100 ml, IgM 40,2 mg/100 ml,
IgG 208,0 mg/100 ml) TpaHsuTOpHOTO XapaKTepy
(OCKIiZTbKYM 3T0JIOM TMOKA3HUKU HOPMaJIi3yBaJIUCS:
IgA 40,0 mg/100 ml, IgM 92,6 mg/100 ml, IgG
550,0 mg/100 ml), npu HOpMaJIBHUX TTApaMeTpax
KJITUHHOTO iIMYHITeTY.

Yepes 4oTUPHU TOAWHM MICJAS TOCIiTaMi3allii
CTaH JIMTUHU MaB HETaTUBHY KJIHIYHY JWHAMIKY
yepe3 HApPOCTaHHS SIBUII AUXAJbHOI HEOCTaTHO-
cti (JIH) (41 80/xB, SpO2 86%) ta CCH (UCC
209/x8). IlepeBenena y BijliieHHd peaHiMaillii.
Ha pentrenorpadii opranis rpyanoi kmitku (PT'T
OTI'K) mnHeBMaTu3aiis IiJJKOM HepiBHOMipHA
yepes yIlIiJibHEHHS 1 TineprHeBMarusaiiito. /liar-
HOCTOBaHa JBOOIYHA 3JIMBHA THEBMOHIS 3 O3HaKa-
MU TIOpYyIIeHHsT OGpoHxomnpoxigHocti (puc. 1-a).
Exoxkapmiorpadist (ExoKI') — BapianT HopMH.

Jluig Bepudpikartii iarHO3y TPOBEIEHO MTYHKITITO
kictkoBoro Mo3ky (KM). Mienoropama (MT):

rinepkaiTuaanit KM, mnpeacraBienuii ycima
MMapoCTKaMu TeMOIIoe3y, O3HaKW Tinepruiasii rpa-
HYJIOIIUTAPHOTO Py ycimMa nepexijHumMu hopma-
mu, 6e3 mopymieHHs go3pisants (tabu. 1). ITokas-
HUK aKTUBHOCTI JIy;kHO1 hochaTasm BUCOKUI
y HEUTPOMIIbHUX TpPaHyJONHUTAX TepudepuIHoOi
kpogi (IIK) ra KM. [lutorenetnune 1ociKeHHs
He Bugsuio t(9;22). IlpoBoamnacsa mudepen-
miasibHa giarHoctrka Mixk JIP HeiTpodinbHOrO
THUITY Ha TJIi [BOOIYHOI GPOHXOIMTHEBMOHIT HEBiTO-
MOTO TeHe3y Ta XPOHIYHUMU MieonpoidepaTns-
Humu 3axBopioBarHsamMu (XMII3). [logo apyroro
Jiarsody OyJiM IeBHI CyMHIBU, OCKIJIbKU HapeHXi-
MaTO3HiI OpraHu Oy/Ju He3HAYHO 30iIbIIeHUMH,
HeIJIbHOI KOHCUCTEHIl], ajle Ha TJi anTuOaKTe-
piazbHOI Teparil IOCTYIIOBO 3MEHIITyBaIUCs Jiel-
KOI[UTO3 i TPOMOOIIMTO3, Bifi3HAUaIaCsa HOpMalisa-
ISl TTOKAa3HUKIB JierkoruTapuoi hopmyan (3AK
(ua 10-y mo6y): Ep — 2,89x10"/1, T6 — 6,9 g/dI,
Jle — 55,8x10°/1, 6mact — 0%, Mt — 0%, MTMI[ —
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0%, 6az0 — 0%, e — 0%, 1 — 1%, c — 47%, 1 — 50%,
M — 2%, Tp — 381x10°/l, HIOE —
17 mm/h). IIpenapatu IIK ta KM xkoHcy/bTO-
BaHi y Pedepenrniii smaboparopii HICKJI
«OXMAT/IUT», InctutyTti ekcriepuMeHTaIbHOIL
naToJIoTii, OHKOJIOril Ta pagiobiosorii iMeni
P.E. KaBembkoro HAH Yxpainu, y Kninimi Css-
toi Aunu, M. Bigenn, Asctpis (St. Anna Children's
Hospital, Vienna, Austria). Ha narre mpoxaHHst
Yy BiJIEHCHKIN KJIiHIII BUKOHAHO BU3HAYEHHH
deramproro remornobiny (HbF). Otpumano
HeraTuBHUM 1mokasHuk. [liarnos XMII3 Oy 3arne-
peUYeHUIA.

3a KJIIHIYHUMM TTOKa3aHHSAMU HEOHOPA30BO
BukonyBasmcsi PI'T OT'K (puc. 1 a-u). /lutuna
JIKyBasacs 3 MPUBOJY ABOOIYHOT GPOHXOITHEBMO-
Hil, IMOBIpHO, OaKTEPIITHOIO reHesy, He BUKJII0Ya-
Jlacd KallIIOKOBa eTiOJIOTidA, TaKOXK 3a/IUINAN0CsH
BisikputuM nutanust Tyoepryibo3y (THIT) (tectn
Ha kanok ta TBIL y niBuMHKM HeraTwWBHi).
Mikpo6ioJIoriyHi TTOCiBY: KPOBI Ha TeMOKYJIBTYPY
pocty He 1aB; y XapkoTunHi BusiBaero Candida
albicans, y nactynuux — Pseudomonas aeruginosa,
sromom Enterococcus faecalis, St. haemolyticus,
Neisseria spp. HesBaxkaoun Ha iHTeHCHBHY Oara-
TOKOMIIOHEHTHY aHTHOaKTepiaJbHy Ta MPOTH-
rpubKOBY Tepariio, CHocTepirajacsi HeraTHBHA
J[IMHAMIKa 3 VIIUJIBHEHHSM JiereHeBOl TKaHWHU 13
3ajlisTHHsIM BepXHBOT yacTku (puc. 1 6-5x). Y 6arbka
XBOPOI M1 4aC KOMILIEKCHOTO 0OCTEKEHHST BUSIBJIE-
HO BOTHWINEBWIT TyOepKy/Ib03 BEPXHBOI YACTKU
JIiBOI JieTeHi. 3a yac rocritanisailii AMTUHA HeOTHO-
Pa3oBO KOHCYJIbTOBaHA iH(EKITIOHICTOM, (hTH3iaT-
pom. OcobmBocTi epebiry XBopobu Gy HacTyII-
Humu: HagBHicTe JIP melitpodimbHOoTO THIY
(eiikormros Ha crapri 170,7x10°/1 no 21,8x10°/1
Ha TJIi TpuBaJioi Teparii), nporpecyBanns /IH Ha
TJ1i Tepartii, aK 10 TOTPeOH TepPexo/Iy Ha MITY4IHY
BeHTU A0 JiereHb (IIIBJI), posBuTok mosiop-
raHHOI HEeJl0CTaTHOCTI, Y T.4. HUPKOBOI HeJ0CTaT-
HOCTi 3 PO3BUTKOM BTOPUHHOI PEHAJBHOI apTe-
piasibHOI rimepTeHsii, BTOPUHHOI MeTaboJiYHO]
KapaioMionaTii 3 HezlocTaTHICTIO KpoBooOiTy I cT.;
6iJIKOBO-eHEpreTHYHOI HepocTaTHOCTI (25-a 1002
nepebyBannst — y BAK: ALT — 134,7 U/l, AST —

¥

Pue. 2. CneundpivHe ypaxkeHHs WKipn y nauieHta No2

370,8 U/l, T.Bili — 5,1 mkmol/l, TPROT —
51,0 g/l, Alb — 21,0 g/I, UN — 189 mmol/I,
Crea — 204,8 mkmol/l, LDH — 6271,0 U/], K —
5,4 mmol/l, Na — 146,0 mmol/l; (27-a mob6a)
UN — 25,0 mmol/l, Crea — 366,0 mkmol/l, K —
3,8 mmol/l, Na — 140,0 mmol /1; saranpHuii anais
ceui (3AC): 6imox — 0,66 t/71, JIe — Ha 1/3 moms
3opy (13), Ep — neamineni 10—25 y 1.3.), pe3u-
CTEHTHICTh /10 OIJIBIIOCTI 3aCTOCOBAaHUX aHTUOIO-
TUKIB. Ycboro npusHadajiocs 11 antubakrepiajib-
HUX IpenapariB (3TiZIHO i3 Yy TAUBICTIO! MedTpiak-
COH+THETPOMILIMH; MepoleHeM+KIepoH; Oicer-
TON+AaNallH; poOBaMiluH; (GOPTyM; Ti€eHaM;
NMUIPUHOJ; pU(aMIiluA) Ta aHTUMIKOTAYHA
Tepanis: audJIOKaH BHYTPIIMHBOBEHHO (B/B),
nepopasibHo (11/0). Hatikpamuii ehekt oTpuMano
Bizl Tepamnii UIIPUHOJOM. TakoX 3aCTOCOBYBaJIN-
Cs1 JTIOJICHKUIT BHYTPITHBOBEHHUIN iMYHOTIO0YJTiH
(6ioBeH-MOHO 5% ), epuTpoMaca, aTbOyMiH, MapeH-
TepaJibHe JKUBJIEHHS, CBIXKO3aMOpPOKeHA IlJIa3mMa
(C3II), nekcamera3oH, iHdy3iiiHa Tepatmis,
nocuMIToMHa Tteparist. JlutuHa nepeGysasa Ha
cTarfionapHomy JikyBanHi 67 auis. Ilicas nosTop-
HUX KOHCYJbTalliil IMIPUHOJN 3aMiHEHO Ha
pudamminuy. XBopa BUMHICAHA i3 TTOKPAIaHHIM
CTaHy. 3 MOMEHTY BUIIMCKM TAIliEHTKA /1Byl 6yJIa
Ha KoHTpoJsibHOMY oryisami y 3YCIAMIIL. 3romxom
nepebyBajia i crocTepeskeHHsIM (rusiarpa Ta
JUJIBHAYOTO JIiKaps, TOKa3HUKW TeMOrpamMu HOP-
MaJTi3yBaJINCS IiJTKOM.

Kaniniynuii Bunaaok 2

JliBumnaka, 3 Mic., TocmiTanizoBaHa y BijTi-
JIEHHSI TeMaToJIoTii Ta 1HTeHCUBHOI XiMioTeparii
y mucronazi 2018 p. 31 ckapramm Matepi Ha
KalreJb Ta 3MiHM B aHaJli3i KpOBi. 3 aHaMHeE3y
3aXBOPIOBAHHS: JWTUHA 3aXBOPija NPUOIU3HO
3a 10 xuiB g0 rocmitamizaiii y 3Y C/IMII. XBopo-
6a npebroryBasia Kauurem. JlikyBamacs 3a miciiem
MPOKUBAHHS 3 MPUBOLY OPOHXO0OCTPYKTHBHOTO
cunzpomy. Yepes zaroctpenns /IH ta CCH Ta
36imbments uncia Jle y kposi 3 16,0x10°/1 1o
93,0x10°/] mamieHTka cKepoBaHa 0 TeMaTOJIOTa.
AnaMmues JKUTTS: IUTUHA Bif 1-1 1OHOIIIEHOI BariT-
HOCTI, (i310JIOTIYHUX IT0JIOTIB, HAPOAUIACS IIJIsI-
XOM KecapeBOTO po3TUHY 3 Macoto 3760 T, BUTO0-
ByBasiacs TpyabMu. [[o rocmitanisaiiii He XBopiJa.
AnamHe3 c1iaIKOBUH Ta aJIeproJIOTiYHui aHaMHe3 —
He o0Tsikeni. [Tpodinakruuni mernenus — BIDK,
reratut B y mosorosomy Oyaunky. [Ipu rocmirta-
Jrisarii 3araJbHUM CTaH BaKKWii, BUPa3Hi O3HAKHU
3arajbHOl 1IHTOKCHKaIlii, Timeprepmis. Bimkupa
3anoBinbHa. Typrop TkanuH 36epexenuii. MakyJio-
HOZLYJISPHUIA BUCKIT Y4ePBOHOIO Ta OYPOro KOJIbOpy
Ha TIKipi (puc. 2), TeMONTKOBUI IepMaTHT.
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OPMITHAADBHI AOCAIAPKEHH/

Pue. 3. LUntoreHeTndHe pocnimpkeHHs y nauieHta No2. Kapiotun
46 XX, t(1;5) (q21;032). TpaHcnokauis Mk xopomocomamu 1i 5. Po3-
pVB Ta CMofy4eHHs Bigbynocs B nokycax xpomocom 1g21 ta 5g32

Hay serensimur o3naku 6pOHX006CTPYKTUBHOTO
CUHJIPOMY, 3 TI€PEBaKAHHIM JPIOHOMIXYPIIEBUX
XpUIIB y BepxHiX Biaminax jerenb. Y/[ 34/xs.
Touu cepist purmiuni, HCC 130/xB., SpO2 98%,
AT 90/55 mm pr.crt. [lepudepuyni gimdoBysiu He
36inbimeni. JKusit M'akuii, renaro- (+3,0 cm) Ta
cruteHoMmerastist (+3,5 cm) 3-mig Kpao pebepHoi
JyTH, IiabHOI KoHcucTeHIlii. KictkoBo-cyrio6osa
cucTeMa Bi3yaJbHO He 3MiHeHa. EHTepoKoiT.
Temn miypesy s0epeskennii. MeHiHreanbHi CuM-
nromu Bigacythi. BT 1,5x1,6 cwm, 371erka myJbcye.
Maca rtina 5,9 kr. 3AK: Ep -3,18x10"/1, T6 —
9,1 g/dl, Jle — 120,58x10" /1, HopmotuTi (HpMIT) —
3:100, mur — 5%, mt™Mip — 1%, 6azo — 3%, e —
14%, - 15%, ¢ -35%, 1 — 12%, m — 15%, Tp —
258x10°/1, IOE — 45 mm/h. MT: rinepkiiTuH-
it KM, mnpejacraBiiennii yciMa MmapocTKamu
reMorioe3y, rpaHyJIOIUTaPHUN PsiJl yciMa repexiji-
HuMu hopmamu. Eo3duHodinm y 3HaUHIH KiJTbKOCTI
pisHoro crymenst 3pigocti (tabma. 1). Tenernune
JOCJIIJIPKEHHST KICTKOBOTO MO3KY: BUsiBJIeHO t(1;5)
( q21;932) (puc. 3) Ta He BUABJIEHO
t(9;22)(q34;q11), xapruna ribpuansarii: nuc ish
9q34(ABLx2) 22q11 (BCRx2) [100].

Y BAK: nigsumenns LDH — 701,0U/1, ALP
— 841,0 U/l, Vit B12 — 1400,0 (N187-883,0),
CRP>12,0 mg/l, Ferritin — 749,0 ng/ml,
npu HopMmasbHOMY 3HaueHui Fe 20,0 mmol/l,
iHIIIl TTOKAa3HWKHW, TYMOPAJbHUN Ta KJIITUHHUN
imyninrer B wopmi (IgA — 16,2 mg/100 ml,
IgM — 347,5 mg/100 ml, IgG — 914,7 mg/100
ml, IgE — 6,2 U/ml (N<35,0); CD3 — 44%,
Cbh4 — 23%, CD8 — 16%, CD19 —
6%, CD16,/56 — 14%, CD4/CD8 — 1,3%). BukJio-
yero renatut B, C, mikorasmy, Enmreiitna—bapp

Puc. 4. Pentrenorpadpis oprais rpynHoi Knitkm y nauienta No2
y amHamiui: a (20.11.2018) — sBuLLa 6pOHX006CTYKLIT 3 NOCUSIEHUM
NereHeBsrM MastoHKoM, GinbLue crnpasa; 6 (21.11.2018) — npaso6iy-
Ha BEXHbOL0/1b0BA NMHEBMOHIS; B (8.12.2018) — B06i4HA NHEBMOHIs

Bipyc, napsoBipyc B19, Tokcomnnazmos, kamiok,
Ty6epkybo3, cudiaic, CHI/I. Bussieno CMV-
IgM (+); CMV IIJIP 5218,7 Bipycuux komiii. Ha
PI'T OT'K giarHocroBano: Ha 1-y 100y — 03HaKu
O6poHX000CTpPYKIii (puc. 4-a), IpU3HAYEHO B/B
e TpiakCcoH, 3 MO3UTUBHUM e(heKTOM, TUXOMAH-
Ka mpunuHUIacs depesd asi gobu. Ha 6-y 100y
ACKYJIbTATUBHO — TPaBOOIYHA BEPXHBOAOIHOBA
HeBMOHi, 1110 nigTep/keno Ha PTI OI'K (puc.
4-6); Ha 7-y 1006y — BiTHOBUJIACS TapsTuKa, HAPO-
cJIi TIPOsIBE OPOHXOOOCTPYKTUBHOTO CHHIPOMY,
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Puc. 5. Komn'totepHa Tomorpadoisi y nauieHta No2: a-6 — AinsiHKW YLLiNbHEHHS JIEreHeBOI TKAHWHW; B — LUMIAHA akcusipHa nimdyageHonaris;

I — renartocnneHomeranis

PEHTIeHOJIOTIYHO — O3HAKK ABOOIYHOI THEBMOHI]
(puc. 4-B).

Ha xomm'totepniit Tomorpadii (KT) BusiBieno
TIJISTHKY YTTThHEHHS JIeTeHeBOI TKAHWHU Y BEPX-
HiX "acTKax 000X JiereHb, Oi/bIlle — Ha BEPXiBIli
clipaBa, TillepIIHEBMATHU3AINI0 S3 3J1iBa, MUHHY
aKCUJIAPHY JiM(paIeHOTATII0, TENAaTOCIIJIEHOMETa-
aito (puc. 5 a-r).

IIpu giarHOCTUYHO-CcAHALIMHIN GPOHXOCKOIIII:
aHATOMIYHA aHOMAJIis — TilepIiasig Xp4ia Kapi-
HHU, IATOJIOrI] Can30B0I OOOJIOHKU HE BUSBJIEHO.
Jocmimkenns: Ha TyOepKyIb03 (CJIN3 TPOMUBHUX
BoJ auxanbHux msxis): TBIL ITJIP i 6akrepioso-
rYHO B HATUBHUX Tperapatax, KBaHTi(hepoHOBU
TecT HeraTUBHUIL. MiKpOGiOIOTIYHI MOCTiIKEHHS:
kpoB (mpu rocmitamisaitii) — St. haemolyticus,
MMOJlaJIbIll TIOCiBU — HeraTuBHI. JlocimKeHHs
cM30BUX BuIiaeHb i3 3iBa — Candida alb.
Y MOKPOTHHHI MaKPOCKOIIYHO BUSABJISLINCS IPUO-
koBi criopu Candida alb., maeBMoruTH KapiHii He
0yJ10, IOOAUHOKI HelTpodiam, eosunodimm. [Tocis

3 poroBoi nopoxuunun: 5x10° Enterococcus spp.,
106 Str. pneumoniae, 106 Candida alb.; xany —
104—105 Candida alb., sepes 1 mic. — E. aerogenes
100% 103—104. 3a BaskkicTio mepebiry xBopoOu Ta
3TIIHO i3 YyTJIMBICTIO JIIKYBaHHS aHTHOIOTUKAMU
BKJII0YAsio: B/B renaried-kKoMmOi, KIapUTpOMIlUH
/0, B/B KyOillH, MEPOHEM, 3iBOKC, TasIeM, Tie-
HaM, MiKaMiH, BOPiKOHA30J B/B, epurpomaca Ne3,
IVIG (6ioBeH-MOHO 5%). Y muHaMmill Bij3Hauama-
cs TOsiBa Ha TIKIPi HOBUX INIIJIBHUX €JIEMEHTIB
(«JIeiikeMizIiB» ), /IesIKi 3 TTOMepeIHiX JIET0 TTOCBIT-
Jiijla, aje 30BCIM He 3HUKAIHW, i3 HApOCTAaHHAM
rermato- (+5,0 cm) Ta crenomeramii (+7,5 cm),
YTPUMYBABCS TilepJeHKOIUTO3 HEUTPOMiIbHOTO
XapakTepy 3 eo3uHodiri€, HapocTaya TPOMOO-
rutornenis. [IpoBenena Bigkputa 6ioTCist yTBOPIB
Ha 1Kipi. [icTosoriune gocaipkeHHs: y aepmi Ta
MKIPHIN  KUPOBIM  KJIITKOBUHI  udy3HI
iHLIBTPATH, SIKI TIPEICTABIEH] KJIITHHAMU THUITY
MOHOIIMTIB 31 3HAUHOTO KiJIBKICTIO HE3PIJINX Ta 3Pi-
JUX e03WHOMIMBHUX 1 HEUTPOhITBHIX TPaHyJIo-
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Puc. 6. DparmeHT ypaXeHOT LLKipWU Npu XpoHiYHiA Mienonponide-
patuBHin Heonnasii (XMMIJT) 3 eo3uHodpinieto 1a nepebynoBoko
PDGFRB: 1 — momipHO BupaxeHuii AMGY3HUIA «J1eiikeMOigHWNiA»
iH(PiNbTPaT y COCOYKOBOMY LLAPI JepMU, 2 — BUPAXKEHWUN BOTHU-
LLEBMIA NYXJIMHHWIA iH(INbTPAT y ciT4acToMy Liapi gepmu Ta nig-
LUKIPHO-XXMPOBI KNITKOBUHI NepeBaXHO LOBKOMA A0AATKIB LUKipW.
[emaTokcuniH-eo3uH, x 40

Puce. 7. ®parmeHT Puc. 6 (YepBoHA pamka). NycTuii (BupaxKeHuin) noni-
MOPMHOKITITUHHUA MYXIUHHUA  («/1eAKEMOIBHUIA») THCDINLTPAT, AKWiA
CKJ1QAETbCS 3 YMCIIEHHOI KifIbKOCTi €031HOMINIB Pi3HOro CTyneHs 3pi-
nocTi (1) — nepeBaXKHO 3pinuX, a TakoX, Y MEeHLLIN KiNbKOCTi, E031HO-
(iNbHUX MIENOUMTIB Ta NPOMIENOLMTIB, KPIiM LIbOro, € TaKOX HeNTpodi-
v (2), MoHOUMTM Ta iX nonepeHnkm (3). MiTo3 y NYXAWHHINA KNITWHI (4).
JlinouuTn (5). CTpuKeHb BONOCKHM (6). FfemMaToKCiH-e03uH, X 400

. ..'ﬁ’ _‘. y h T
B. CD 68 (clone Ab-4) +. x 400

" . MPO Ab-1 +. x 400

4. 50

Pue. 8. Po3nogin iMyHOricTOXiMIYHUX peakuin y nonynauii NyXAMHHAX KNiTUH B ypaxxeHin wkipi npy XMMJ1 3 eo3uHodiniero Ta nepe6bynoBoto

PDGFRP (kniHi4HMiA BUNagok Ne2)

nutiB (puc. 6, 7). ImyHoTicTOXIMIUHE OCJI/IPKEH-
usi: CD56/NCAM-1AB-2 (Clone 123C3/D5)
MO3UTHUBHA B MyXJIMHHUX KJIiTHHAX, Myeperoxi-
dase (MPO) Ab-1 mosutuBHa B IyXJUHHUX KJIi-
tuHax, CD4 (Clone 4B12) HeratuBHA B IyXJIMH-
Hux kiaituaax, CD68 (Clone Ab-4) mosutusHa B
MyXJIMHHUX KJIITUHAX (puc. 8).

3 oTJIly Ha KJIIHIYHY KapTHHY, MOp¢OoJIoTiuHi
0COGJIMBOCTI TeMOTPaMU, MIEJIOTPAMU Ta PE3YJIb-
TaTu TiCTOJOTTYHOrO W IMYHOTICTOXiIMi4HOTO
NOCTiKEeHHs, HasBHICTb TpaHcaokaiii t(1;5)

(921;932), t(9;22)(q34;q11) Ta eozunodiii, Oyau
Ii/ICTaBW BIJTHECTU 3aXBOPIOBAHHS IO «MIEJOI/I-
HUX/MiMDOITHUX Heoradii 3 eo3nHOMIJIiE0 Ta
1epebyI0BOI0 perenTopa TPOMOOIUTapHOro (hak-
topa pocty anbda (PDGFR), peuenropa Gera-
dakropa pocry tpombouutis (PDGFRB)», axki
MOKyTh Bigmosizatu XMMJI 3 eosuHodii€ro,
ajie i He 3a1IepevuyIoTh I0BEHIJIbHUI Mi€JTOMOHOITN-
tapuuii seiiko3 (FOMMJI). 3 orssiny Ha HapocTaH-
HS TIPOTihepaTUBHOTO CUH/POMY Ta PEIUINBHUIMA
3aTsKHUI 1epebir ABoOIYHOT OPOHXOIHEBMOHIT
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Tabnuys 2
[uHamika noka3HUKiB reMorpamMm y nauieHta Ne2 Ha Thi npu3HayeHHs imaTuHIOY
n 1-a 3-9 5-a 8-a 10-a 13-a 20-a 25-a Yepes Yepes
OKa3HUK . A
nobGa AoGa [oba noGa noba noGa noGa noba 1 mic. 3 mic.
Eputpouutn, 101 2,61 3,4 3,46 3,37 3,24 2,95 4,52 4,42 6,5 4,67
lemorno6in, g/dl 8,0 10,5 10,1 9,8 9,5 8,6 12,2 12,1 12,2 12,6
Tenkouutn, x10°1 123,28 | 59,8 19,0 12,47 9,39 7,0 7,05 6,1 6,5 6,5
Bnactu, % 0 0 0 0 0
Mienoumntu, % 1,0 1,0 0 0 0
MeTamienoumtu, % 6,0 2,0 0 0 0
BasoinbHi, % 0 0 0 0 0
Eo3uHoinbHi, % 38,0 38,0 4,0 10,0 4,0 2,0
EoauHodinbHi, x10°1 46,84 26,1 7,22 3,47 1,52 0,28 0,71 0,47 0,26 0,13
ManuukongepHi, % 13,0 12,0 1,0 0 1 1
CermeHTosmepHi, % 26,0 20,0 30,0 23,0 22 20,0
JlimpoumTn, % 13,0 23,0 47,0 61,0 63 70,0
MoxounTn, % 3,0 40 10,0 6,0 10 7,0
Tpom6ouuTy, x1071 100,0 81,0 96,0 104,0 | 147,0 | 219,0 | 196,0 | 233,0 318 273,0
Hopmouwtun Ha 100 KniTuH 2,0
LLIOE, mm/rop 56,0 43,0 45,0 14,0 16,0 11 7

3 OGPOHXOOOCTPYKTUBHUM CHHIPOMOM, Tileprep-
Mifo, 10 MOTJIM OyTH BUKJIMKaHI OCHOBHHM 3aX-
BOPIOBAHHAM, JAUTUHI, 3Ti/HO i3 Cy4aCHUMMU IOTJId-
namu [10,49,56], emnipudHo, a TAKOXK KepyIOYUChH
pexomenpamismu P. Erben Ta cmiBaBr. (2010)
PO 3aCTOCYBaHHSI iMaTHHIOY, 1110 € 00TPyHTOBA-
HUM HaBiTh y oci6 i3 BiacyTHicTIO TepebynoBu
y renax PDGFRo un PDGFRP [26], 4 ciunsa
2019 p. npusHauero iMmaTunio y 103i 50 Mr/mo0y.

" L - r |
Puc. 9. Komn'toTepHa Tomorpadist y nauieHta Ne2: a-6 — per;|

pecis iHDINLTPATUBHO-CMEUNIYHUX 3MiH Y NAapeHXiMi NereHb; B — 3MeHLLIEHHS

Ha Tni npusHavyeHOro JIiKyBaHHSI BifI3HAUAJIOCS
nokpamanus: 3 4-i no0u AWTHHA IepecTasa
rapstuKyBaTH, O3HaKM GPOHX00OCTPYKIIii CyTTEBO
3MEHIIUJINCS, BiJI3HAYEHO 3MEHIIEHHS PO3MipiB
nmapeHxiMaTo3Hux opraHiB (meuinka +4,0 cwm,
cesesinka +2,5 cM 3-mig Kpato pebepHOi Iyrn);
MOCTYTIOBE BiJIHOBJIEHHS TTOKa3HUKIB 3AK, 3 oB-
HOI0 HOpMaJsizaiiero Ha 25-y m06y (Tabma. 2).
Jlo6pe nHaGupasa Bary.

“ £

r’%‘ =

PO3MIpIB LUMAHUX Ta aKCUMAPHUX NIMA)ATUHHUX BY31iB; I — PErpecisi renatoslieHaribHOro CUHAPOMY (Ha T/1i 3-MiCA4YHOM0 BXKVMBAHHS iMaTUHIBY)

18
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TpuBana Bepuikarliss HoO30JOTTUHUX OJMHUILH
XMII3 y autunn. [lng mporo 3a cupusinast Doc.
Simone Cesaro (Direttore U.O.C. Oncoematologia
Pediatrica Ospedale Donna Bambino, Azienda
Ospedaliera Universitaria Integrata Piazzale Ari-
stide Stefani 1, 37126, Verona) BUKOHAHO MOJIEKY-
JISPHO-TEHETUYHE JOCJIKeHHST TepudepuaHol
kposi y I1asii, Itamist (Prof. Cesare Danesino, dr.ssa
Paola De Filippi Genetica, Policlinico San Matteo
Via Forlanini 14, 27100, Pavia). MoJiekyisipHO-Te-
HETUYHI [OCJHI/PKeHHS He BUABUIA MyTalliil
PTPNIl, NRAS, KRAS Tta CBL (pesyabrar
orpumano 15.02.2019), Tum camumM 3arepednBIng
y JIUTUHU OBEHIJIbHUN MI€EJOMOHOIUTAPHUN
aeiikos  (IOMMJI). Harowmicth  BUSBJIIEHO
t(1;5)(q21;q32) TPM3- PDGFRP (Martina
Pigazzi, Laboratorio di Oncoematologia pediatrica
Dipartimento di Pediatria Via iustiniani 2, Pado-
va) (pesymabrat orpumano 7.04.2019), mo miarsep-
a0 HagBHicTh y namieHTkn XMII3/XMMJI
3 eo3uHodimieo. JluTuHa TPOMOBKYE BKUBATH
iMmatuni6 y Tiii camiii 103i. Criocrepirae€rbcst HOp-
marizanist nokasuukis 3AK (tabi. 2), perpecii
mpoJihepaTUBHOTO CUHAPOMY [OCSTHYTO dYepes
3 Mmic. Tepartii, 1o TiATBe/KeHO pedyabraTamu KT
(puc. 9 a-1).

Kainiunnii Bunagok 3

XJI0TTYMK BIKOM TPU MICSII TOCIITaNi30BaHUI
y ciuni 2019 p. XBopiB GJIM3BKO IBOX MiCSAIIiB.
XBopoba mebooTyBama i3 3arajJbHOI0 M'SI30BOTO
riTOTOHIEI0, EHTEPOKOJITOM, CYXOI0 IIKIPOIO,
BITPOJIOBK Micsilist OyB MOTaHWiT MPUPICT Barm.
3BepHyaucd /10 nefiaTpa micsst BusiBieHux y 3AK

Pue.10. MarHiTHO-pe30oHaHCHa Tomorpaddis ronosum, nauieHta Ne3:
NOTOBLLIEHHS! KIiCTOK Yepena

3MiH. AHaMHe3 JKUTTS: uTrHa Bix 1-1 gonorrenoi
BariTHOCTI, (bi3i0JOTIYHUX TOJIOTIB, Maca TiJla Ipu
HapoukeHHI 3300 T, BUTOMOBYETHCS TPY/IBMU.
AHaMHe3 CITa/IKOBUIA Ta aJIePrOJIOTIYHNI aHAMHE3
— He o0Tspkeni. IIpodinakTuyHi miernaeHHs —
BIK. dani 06'ektuBHOTO 006cTekenus. IIpu roc-
miTasi3anii 3araJbHUN CTaH BakKKuil. Bimxwmsa
sHmwKkeHa. Typrop Tkanus 3uwkenwit. Cebopeii-
HUW  JlepMaTuT, TEJIONKOBUN  /IepMaTuT.
Han serensimu skopcrke pmxannsg. YJ[ 32/xs.
Tonu cepusg purmiuni, HCC 140/x8., SpO2 99%,
AT 90/55 mm pr.ct. [lepudepuuni MHOKUHHI JTIiM-
oBysmu: miganiesenosi, HAAKIIOYNYHI, THIHI,
aKCUJIsIpHi, TiMoBy3im 3 060x ctopin 1,1-1,5 cm.
JKusit m'axuii, renato- (+4,0 cMm) Ta crisieHOMeTa-
aist (+3,5 em), oprauu 1risbHi. KictkoBo-cyrio6o-
Ba cucreMa Bi3yaJbHO He 3MiHeHa. EHTEPOKOJIT.
Temn miypesy s0epeskenuii. MeHiHreagbHi CUM-
nromu Bigcytni. BT 1,5x1,8 cm, Ha piBHi KicTOK
yepera. Maca tina 5,1 kr. 3AK: Ep — 3,98x10"/1,
o — 10,7 g/dl, Jle -57,48x10°/1, Hopmouutn —
2:100, 6mactu — 7%, miy — 8%, mtmIiy — 3%, 6 —
6%, e —5%. 1 — 8%, c — 37%, 1 — 19%, m — 7%,
Tp — 88,0x10°/1, IIIOE — 3 mm/h. ¥ nHacrynnux
aHaJli3axX KpoOBi MOHOIIUTO3 nepeBuiilyBas 14—24%.
Y BAK: LDH — 442,0 U/l, ALP — 778,0 U/I,
Fe — 17,4 mmol/l, Ferritin — 210,6 ng/ml,
Vit B12 — 13514,0 ng/ml (N187-883,0),
CRP<6,0 mg/], inmri moKasHUKKM Ta iIMyHOJIOTIUHi
nocaipkernas B Hopmi: IgA — 34,0 mg/100 ml,
IgM — 77,8 mg/100 ml, IgG — 477,4 mg/100 ml,
IgE -3,07 U/ml (N<35,0); kiuiTuHHUN iMyHITET:
CD3 — 60%, CD4 — 31%, CD8 — 24%, CD19 —
14%, CD16/56 — 11%, CD4/CD8 — 1,6%. Y wmie-
Jiorpami: HopMoTiesoigpauilt KM; merakapiomuTn
MIOOJIMHOKI; TOJpa3HEHUN TpaHyJIOIUTAPHUN
MapoCTOK, € O3HAKW AusrpaHyJsonoesy (tabm. 1).

Po 22

Puc. 11. PeHTreHorpacpia opraHiB rpyaHoi KniTku, nauieHt Ne3:

nimdponponidepaTuBHMIA arteniekTas

S1-S2 3niBa

CMHOPOM  CEpeaocCTiHHS,
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Pue. 12. Komn'totepHa Tomorpadoist y nauieHT Ne3: a — AINAHKY YLWiNbHEHHS NIEreHeBoi TKaHWHN Ta NyXJIMHHA Maca Y CepefoCTiHHI; 6 — NyXnnHHa
mMaca y CepefoCTiHHi; B — AiNAHKMN YLLiNTbHEHHS NTIereHeBol TKaHWHW; I — LUKMAHA akcunspHa nimdhageHonaris; 4 - renatocniieHomMeranis

[Hurorenernuni fochimkernts KM — nopmanbunia
yosoBiumii Kapiotur, 46 X¥Y. MonxekynspHo-Trene-
tnure gocyipkeras KM: tpanciokariisst BCR/ABL
t(9;22)(q34;q11), tpancaokamniss AML1/ETO
t(8;21) (q22;q22) ne Bugsneno; FISH nocmimxen-
Hs: He BusiBjieHo BCR/ABL-rena. Kapruna ri6pu-
musanii nuc ish 9q34(ABLx2)22q11 (BCRx2)
[100], ne BusgBieno peapam:xariii M LL-rena. Kaptu-
Ha riopuam3arii nuc ish (MLLx2) [100]; He BusiBiie-
HO MOHOCOMiIO 5, iesieltito 5q-. Kapruna ri6puamnsa-
i 5p15.2(D5S23D5S721x2)5q33-34(CSFIRx2)
[100]; He BugBIEHO MOHOCOMIIO 7, AeJelio 7q-.
Kapruna ribpuausarii: (D7Z1,7qter)x2 [100].
[3 indexkitiit Bukovyeno renatut B, C, Tokcorias-
Mo03, TyOepKyib03, mapBasipyc B19, mikomrasmo-
By nHeBMOHit0, Enmreiina—bapp Bipyc, cudiric,
CHIA. 3naiineno CMV-IgM (+); CMV-IgG
183,61, CMV ILJIP 119,7 Bipycuux xomiit. Mikpo-
GioJorivHi IOCTIKEHHST: Y KPOBi St. haemolyticus
(MRSH), srogom He GyJI0 POCTY; MOCTiIKEHHS
CTM30BUX BUIiIeHb i3 3iBa — Candida alb.;
3 HOCA MOOAMHOKO St. epidermidis; mociB 3 pOTOBOI
nopoxkauau — 1x10° Enterococcus spp., 1x10° Str.
pneumoniae, 1x10° St. haemolyticus; i3 xamry —
Klebsiella pn (100% ), 1x10° St. aureus. MaruiTtHo-
pesonancHa Tomorpadis (MPT) rososu: maroJo-

Til TOJIOBHOTO MO3KY He BUSBJIEHO, TIOTOBIIEHI Kic-
TKHU dyeperna (puc. 10).

PTT OTK (pumc. 11) Ta KT-ckpun: mingaku
VIIJIbHEHHST JIET€HEeBOI TKaHWHU Y JOP3aJbHUX
Bijutisiax 060X Jierens, Oisbine cripaBa (puc. 12 a-B),
rematociuieHoMerayis (puc. 12-x), muiina, Ha-
KJIIOUMYHA, akCUJIIsIpHA JiiMdazenomnaris (puc. 12-1),
KOHTJIOMepaT MeiaCTUHAIbHUX JTiM(paTUIHNX
By3iB (puc. 12-6).

Bukonana BigkpuTa 6ioricist akCUJISIPHUX BY3-
JIiB cripaBa Ta Tpenanaitiiina 6ioncis KM. Ticroso-
TiYHWI BUCHOBOK: y TKaHWHI JiM(oBy3Ja, mepe-
BaXXHO B CcUHYcaxX, € audysHi iHGiabTpaTH,
SKI TIpe/ICTaBJEHI KJIITUHAMU THUITY MOHOIIUTIB
31 3HAYHOIO KiJIbKICTIO HE3PLITUX Ta 3PLINX €03MHO-
dinpaux rpanysonutis (puc. 13, 14). KictkoBuit
MO30K B 060X OiomTaTax rinmepresiosspHuil 3a
pPaxyHOK TpoJiichepatiB i3 KIITUH MOHOIIUTAPHOTO
Ta IPaHyJIOIUTAPHOTO TUTIIB, 31 3HUKEHOTO KJIbKi-
CTIO MeTakapioluTiB. IMyHOTiCcTOXiMiYHE HOCITi-
mkenns:: Myeperoxidase (MPO) Ab-1 — mosu-
THUBHA PeaKIlis B YaCTUHI KJIITUH IIyXJIMHHOI 011y -
ssnii, CD4 (Clone 4B12) — mosuTtuBHA peakilist
B nyxiuaHux kiitnHax, CD68 (Clone Ab-4) —
MO3UTUBHA PeaKIlid B NYXJIUHHUX KJIITUHAX,
CD20cy (Clone L126) — wneraTwBHa peaxirist
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Puc.14. ®parmenT Puec.13 Jlimpatuynuin Byson npu HOMMII.
AR, Y yepBOHOMY KoMy MDKGONIKYNAPHOMY NPOCTOPi MyX/MHHA
Pue.13. NavjeHT Ne3. JlimcpatnyHuii By3on npu OMMIL. Y 4epBoHOMY — monynsuis KniTMH — Pi3HOro CTyneHst 3pinocTi NpeacTaBHUKM

KONi — MyxAMHHA NOMYNAUi KNiTWH. 3eneHe Koo 3i CTPINIKOI —  MOHOLIMTAPHOrO Ta rpaHyfouMTapHoro psjiB. 3efeHa cTpinka
36epexxeHnit NiMgoiaHNA doNiKyn HOPMasbHOI FiCTONOMYHOI 6YA0-  CNPSIMOBAHA HA LIEHTP PO3MHOXEHHS HOPMANbHOro NiM0igHOro
BW. lemaTokcuniH-eo3uH, x 100 onikyna. lematokcuniH-eo3uH, x 400

=3

. CD 4 (clone B12) +. = 100 6. CD 3 (clone SPT7) —. = 400 . Tdt (clone SEN28) +. = 400

r. PAX 5 (clone SP34) = . = 400 1. CD 10 (clone 56C6) +. = 400 e. MPO Ab-1 +. = 100

#. CD 20cy (clone L26) —. = 400

Puc.15. Po3nogin iMyHOricTOXiMiYHIX peakLiid y nonynauii nyxnamHHUX KNITUH y nimdatnyHomy By3ni npu KOMMIT (kniHiqHuin Bunagok Ne3)

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019 21



YntamTte Hac Ha canTe: http://med-expert.com.ua

B myxJauHHUX KiaitnHax, Pax-5 (Clone SP34) —
HeraTWBHA peakIlis B MyXJUHHUX KJIITUHAX,
CD10/CALLA Ab-1 (Clone 56C6) — mosutusHa
peakilisi B YaCTUHI KJIITUH MyXJUHHOI TOMYJIAILI,
CD3 (Clone SP7) — HeraTuBHa peakilis B
nyxunaanx knitnHax, TdT (Terminal Deoxynuc-
leotidyl Transferase) (Clone SEN28) — mosurus-
Ha peaklilis B YaCTUHI KJIiTHH 3 Mopdoiorieto 6ia-
cTiB Ha (hoHi MyxynHHOI oyl (puc. 15 a-x).

3T0/IOM OTPUMAHO Pe3yJbTaTH MOJIEKYJISP-
HOTEHeTUIHOTO Jtocripkenns kpoBi (Bix 20.02.2019
p.), sake BusBuiao wMyrtamiio PTPNIl rena
(c.181G>A, p.D61N). Myramiit NRAS, KRAS,
CBL wHe 3Halizeno, pe3yuabTar (eTajsbHOTO
remorsiobiny HbF — 3,9% (wmopma <2,0)
(Bix 7.06.2019) (mocrijzKeHHST BUKOHYBAJMCS
tore U.O.C. Oncoematologia Pediatrica Ospedale
Donna Bambino, Azienda Ospedaliera Universita-
ria Integrata Piazzale Aristide Stefani 1, 37126,
Verona, Bukonano Prof. Cesare Danesino, dr.ssa
Paola De Filippi Genetica, Policlinico San Matteo
Via Forlanini 14, 27100, Pavia). XBopuii Bianosi-
JlaB yciM Kputepisam i giarsoctukn JOMMJI
[43] xareropii 1: monommrto3 y xposi >1000
B 1 Mk, 6itactu y kpoBi i KM <20%; cruteHoMmera-
aig; BigieytHicts t(9; 22) i BCR/ABL-peapan:xy-
BaHHs, Kateropii 2: HagBHicTh mytarii PTPN11
Ta Kateropii 3: mijBuinene 3navenuss HbF [43].

JlutiHa — orpuMyBaja  aHTHOAKTEpianbHy
MOCUMIITOMHY Tepariio. 3a dYac TocmiTasisaltii
(40 nwiB) momana y Basi, perpecyBajii TPOSIBU
cebOpeitHOTo JIepMaTUTy, yTPUMYyBaBcs JiMbo-
npousideparuBauii curapom. IlepebyBae y Kom-
neHcoBanoMy ctati. ¥ SAK yrpumyioTbest 3aminu:
Ep — 4,24x10"/1, T6 —11,3 g/dl, Jle — 22,46-
x10°/1, petuxynonmt — 12%o, 6mactu — 3%, M —
0%, mrmr — 0%, 6 — 2%, e — 9%, 1 — 7%,
¢ — 35%, 1 — 20%, m — 23%, Tp — 126,0 x10°/1,
IITOE — 4 mm/h.

ITamienT TOTYETHCSA O ATOTEHHOI TPAaHCIIJIAH-
Tallil TeMOMOETHYHUX CTOBOYPOBUX KJITHH (aj10-
TT'CK) Bim HepOAMHHOTO OHOPA 32 KOPIOHOM.

OO6roBopeHHs

¥ remaroJiorii BUZijIeHO OKPEMUI TUIT ITATOJIO-
rYHUX PeaKTUBHUX 3MiH CKJIaLy KPOBI, sIKi 10/i0-
Hi Ha KapTUHY TPU JEUKO031 Ta IHIUX CUCTEMHUX
3aXBOPIOBAHHSAX KPOBOTBOPEHHS IMyXJIUHHOTO
reHesy, ajie He € TPOSIBOM TIPOIECiB, 3yMOBJIEHUX
npoJtidepartiero 3M0SKICHIX OJACTHUX KJITUH, SKi
OTpUMAJIH Ha3BYy «JieikeMoiiHi peakitii» (JIP). Ile —
3BOPOTHI, BTOPUHHI, CUMITOMATUYHI 3MiHU
y «Obijiit» KpoBi, IKi € peakili€lo KPOBOTBOPHOI,
giMmpaTudHOI Ta IMyHHOI CHCTEM OpraHi3My Ha

pisui 3axBopioBanns [48,65]. Ak i npu Jeiikemii,
tak 1 npu JIP, BUHWKae 3HAUHE OMOJIO/KEHHS
nepudepuyHoi KpoBi, ak 110 HOSABU OJACTHUX KJIi-
tuH. Po3Butky came HeiTpodispaux JIP cripus-
I0Tb HACTYIHI eTioJioriuni ¢dakropu: iHdexIiini
3axBopioBaHHs (GakTepiaabHi, BipycHi, rpruOKOBi
indexIrii); cercuc, THilHI, TOCTPI 3araJibHi TIPoILe-
CH1; TOCTpa XipypriyHa, TIHEKOJIOTIYHA, yPOJIOoTidyHa
MaToJIOTid; TOCTPI Ta XPOHIYHI OTPYEHHS, 1HTOK-
cUKaIllil; cucTeMHi 3aXBOPIOBAHHS CIIOJYYHOI
TKAaHWUHU 1 CUCTEMHI BaCKyJiTU; 3J0sKICHI HOBO-
YTBOpEHHs, IOK Oyab-sKoi eTiosorii; roctpa
KPOBOBTpaTa, TEMOJIITUYHUI KPU3; BUXIiJ i3 arpa-
HYJIOIIUTO3Y; BIJUB (iduyHux haxtopiB (Xipyp-
rivHe BTpy4aHHs, (iduyHa TpaBMa, 10HI3yOYa
paziaiiist, omikoBa XBOpPoOa TOIO); €HAOKPUHO-
JIOTIYHI 3aXBOPIOBAHHSA (TUPEOTOKCUKO3, Tilep-
NPOJYKIiS  aleHOKOPTUKOTPOITHOIO  TOPMOHY
(AKTT) abo raOKOKOPTUKOIMIB); MIKIpHI
ajlepriudi  3axBOpiOBaHHS (MeAUMKaMEHTO3Ha
4K CHPOBATKOBA XBOpoba Ta iH.); rocTpa Ta Xpo-
HiYHa HUPKOBA HEJOCTATHICTD; TPUBAJeE JiKyBaH-
HS TJIIOKOKOPTUKOIZAMU; 3aCTOCYBaHHS IIperna-
paTiB IPaHyJIOIUTAPHOTO 1 TPAHYJIOIMUTAPHO-MaK-
podaraJbHOTO KOJTOHIECTUMYJTIOI0UOTO (haKTOPiB;
BILIMB €eMOIiHUX (aKTopiB (BakKa CTpecoBa
cutyanist) [1,3,6,20,35,39,40,46,48,57,60]. Came
3 MaCHMBHOIO 3aru0e/IIi0 MiKpOOHMX TiJI i oTpar-
JITHHAM y KPOB €HJOTOKCUHY TIOB'S3aHi Ii/BU-
MeHa TMPOYKIligd HeHTPOdIMbHUX TPaHyJIOIUTIB
i BUKUJ Yy KPOB TpaHyJIoIUTapHOro pedepBy KM.
[Ipu 3n0sxkicanx HOBOyTBOpeHHAX JIP possu-
BA€THCA I1i/] BIVIMBOM TOKCUHIB IIyXJIUHU, TPOJYK-
TiB ii posmamy abo MeTacrazyBaHHSI MyXJUHU
B KM. VYHacnijok maToreHeTUYHOTO MeXaHi3My
MPOAYKILT IUTOKIHIB myxyinHotwo JIP yacto kope-
JIIOETHCST 13 PO3BUTKOM 3aXBOPIOBAHHS; OIMCAHI
KJiHIgHI crnoctepexkenHs JIP, perpeciss sSrmx
BiztbyBasacst crioHTanHo yepes3 12—14 roau mics
BusasieHHs nyxynnu [3]. Ilpu tpuBasiomy 3acrocy-
BaHHI TJIIOKOKOPTUKOIAIB BifOYBa€ThC PEAYKIList
HaJIXO/KEHHS HEUTPO(ITiB i3 KPOBI B TKAaHWHM.
[Ipu sikyBaHHI KOJIOHIECTUMYTOIOYUMHU (hAKTO-
paM# BUXiJl 13 arpaHyJIOIUTO3Y ITTPE3EHTYETHCS
MOSTBOIO y TepuepruyHiil KPOBI HA KOPOTKUH Yac
J03piBalounx (GopM TPaHyJIOUUTIB, 110 MOSICHIO-
eTbest  30imbienHsaM  ix  mpoaykiii y KM,
i3 TPUCKOPEHUM BUBIJIbHEHHSIM 1 HAJIXO/[KEHHIM
Hetitpodinis i3 KM y kpoB. Y po3BUTKY TOCTPUX
HeHTPOodiabo3iB  Hailbijblle aTOTeHETHYHE
3HAUEHHsI MalOTh BUKH/ KAaTE€XOJIAMiHiB, 30i/b-
IMEeHHd TUPKYJIIOI0YUX HEHTPO(iTiB 32 paxyHOK
CKOPOYEHHS MapTiHAJbHOTO MYy, IMTiABUIICHUN
BUXiJl HeUTPODiIiB y TIepudepruny KpoB 3 pe3ep-
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BHOTO HeWTpodinbHoro ¢douxy KM [7].
JIP € HemomaBHO 33JI0KyMEHTOBAHUM PiJIKICHUM
SIBUIEM, i3 IIOCJiZJOBHICTIO IOJIiOpTaHHUX 3a-
MaJbHUX 3aXBOPIOBAHb HENOHOIIEHUX JliTel
3 HU3BKOIO Baroio [65], mpu MeTacTaTuyHux ypa-
SKEHHSIX COJIIIHUX YXJIMH (T.3. TapaHeoIIaCTUYHi
JefikeMoiHi peakiii) Tomro [20,46].

Mg JIP He xapakTepHi O3HAKM MYXJUHHOI
nporpecii, BJIacTUBI JIeliko3aM, aHeMil 5 i TpoM6o-
IUTOTIEHII MPU [UX IpollecaX He € HaCIiJKOM
MeTacTaTUYHOro rnpoiiecy. Tak, npu jeiikemii Bi-
3HAYAETHCA TpaHcdOpMaIlis HOPMAIbHOI TeMOTIO-
€TUYHOI KJIITUHU y IyXJUHHY, a 1pu JIP — akTu-
Ballisi HOPMAJIBHOTO TeMOMNOoe3y 1 HaJAXOKEHHS
y CyZIMHHE PYCJIO HAJUITUIIKIB «(DOPMEHHUX» eJie-
MEHTIB KpoBi a60 NpPUTHIYEHHSI HOPMaJbHOTO
remMorioe3y i raJbMyBaHHS BUXOMY B CyJIUHHE
pycJio TeBHUX KIiTUH KpoBi. OcHoBHUMU nude-
pEeHITITHO-TIaTHOCTUYHUME BigMinHOCTSIMU JIP
BiJl Jieiiko3iB € Hopmadizaitia 3AK micist ycyHeH-
Hs1 eTiosoriyHoro ¢akropa abo crabisizanii mepe-
6iry 3axBOpIOBaHHs, 110 ii BUKJMKaI0. Taki oco-
GJIMBOCTI y TeMOIpaMi MU CIIOCTEPIra/In y MepIioMy
KJIiHiYHOMY BHUTaaKy. Xoua y JIP € pucu momioHo-
CcTl 3 JeMKOo3aMHM, OJ[HAK eTIiOomaTOreHeTUYHOI
CIIJIBHOCTI Y TIUX MPOTIeCciB HeMae. Y Mepiioi JiB-
YUHKKM TICJIsT TPUBAJIOTO Kypcy KOMOiHOBaHOI
aHTHOAKTEPiaJbHOI Ta HPOTUTPUOKOBOI Teparrii
3r0JIOM HOpPMaJi3yBaBCsl CKJaJ TepudepuaHoi
KpOBI. Y Hel, BpaXOBYIOUM KJIiHIYHUI 1epebir XBo-
pobu i sseuma J[H ta perrenosioriuii 3miHu, mpo-
BojMITacst audepentiarist mixk JIP Ha kanumok abo
TyOepKyJb0o3. LLill IUTHHI 0CTaTOYHO He BAAJIOCS
BepudikyBatn 30yJAHUK, Y MOCIBaX XapKOTHHHS
BU3HAUAJIUCHd CIEKTPU TaTOTeHIB Ha PIi3HUX
eTamax TocIiTagisarii. 3acTocoByBaHa Teparis
6yma momieriosorivnoo. Haiibimbimmoro edexry
NOCATHYTO Ha TJIi BXKUBAHHS IUTPOGMIIOKCAITUHY
Ta 3rooM — pudamminunay. BpaxoBytoun emimo-
TOYEHHS, JIaTHOCTOBaHUiT TYOEpKyIb03 ¥ OaThKa,
He BUKJII0Yasu, 1o JIP y XBopoi BUHKKJIA HA IPYH-
Ti crenndivHoi TyOepKyIbO3HOI 1BOOIUHOI OPOH-
XOTTHEBMOHIl.

Y xarapasbHOMY 1 cHazMaTUYHOMY Iepiojax
KallJIIoKa II0YacTH Bi/I3HAYAETHCS JIEHKOIIUTO3
((15,0-30,0) x 10°/1 i HaBiTh BHILE) 3 JiMDOIHUTO-
3oM i monoruTo3oM [1,39]. Hacom KijibKicTb Jieii-
korutiB Moxe mocsratu (70,0-100,0) x10°/1
i BuUIIlE, M0 BUMarae audepeHIriaabHOl 1iaTHOCTH-
ku 3 Jedikozom. JleitkoruTos i mimdoruTos
MOXKYTh 306epiraTucst OJIM3bK0 4—5 THIKHIB, TTiCIs
yoro remorpama HopMmanidyetbes [11,40,57].
Jlimpo1nTos 3ymMoBJeHUI BIJUBOM TOKCHUHY,
1[0 BUALISIETHCS 30y IHUKOM Kanniioka. Ileir Tok-

cuH iHTiOy€e mirpariito JiM(OIHTIB 3 KPOBi y JIiM-
(oinny tkanuny [12].

[Tpu Ty6epKy/Ib0O3i 3MIHU TeMOTPAaMHK 3aJ1€KaTh
BiJl KJiHiuHOT (hopmu 3axBopioBanus [17,36,63,64].
Xponiuna TyOGepKy/JIbO3HA THTOKCUKALS y JiTeil
MOKE CYIPOBOJIKYBATUCSI HEBEJIMKUM JICHKOIM-
TO30M (I1HO/I KiJbKICTh JIEWKOIIMTIB HOPMAJIbHA)
i3 TOKCUYHOIO 3€pHUCTICTIO HEUTPOMLTIB i TiMPO-
1to30M. [Ipu TyGepKyIbO3HOMY TIEBPUTI TAKOK
criocrepiraetbest Jgimponuros. 3piaka (y 1-4%
XBOPUX) MOKJIUBA JIEHKOIIEHIsI IPH TyOepKyJIb03i
[64]. Tocrpuii mimiapauii TyOGEepKyJIbO3 JIETeHb
CYTIPOBOJKYETHCS BITHOCHUM ab0 abCOMIOTHUM
MOHOITUTO30M. Y JIeSKUX TAI€HTIB i3 TaKO
dbopmoro Ty6epKyIb03y MOsKe Oy TH Pi3KO BHpasKe-
HUII 3CyB JieHKONUTapHO1 (OPMYyJu BIIBO 3
HOSBOIO GJIACTIB, IPOMIENOUMUTIB, WO B psi
BUTIA/IKIB BUMAra€ BUKJIOYEHHST TOCTPOTO JIEWKO3Y
[60], MoskmBHiT riepTpomboITo3 [17], 1110 Maso
MicIle y Halmoi nepiioi naiieHTku. Yacto misliapauii
TyOEepKyJIb03 JIEreHb CYIPOBOIKYE JiMborieHist [45].

[lndepentitoBatn JIP welitpodispHOTO THITY
notpibuo wacammepex i3 XMII3. XMII3 —
1le rpyla KJIOHAJbHUX reMaTOJIOIYHUX MI€esoin-
HUX PO3JIAJIiB, Ki CYTTPOBOKYIOTHCS TTyXJIUHHOTO
TpaHchoOpMaIli€ro TMOJIMOTEHTHOI CTOBOYPOBOI
KJITUHU 3 HACTYITHOIO TpoJidepalieio Mienoia-
HUX KJITHH, SIKi TpUBaJIMii yac 30epiraiorh 31aT-
HiCTh /10 An(epeHIliioBants. ¥ ci 3aXBOPIOBAHHS
i€l Tpynu MaioTh MOAIOHY KIIiHIKO-TeMaTOoJIo-
TiYHY KapTUHY: TPAKTUIHO O€3CUMITTOMHUN 1ToYa-
TOK; 3TOJIOM — 30iJbIIEHHS CeJIe3IHKM, HAapOCTa-
I0Th CUMIITOMHU 1HTOKCHKAIIT; mpoJrideparttist ycix
TPbOX MAPOCTKIB KPOBOTBOPEHHS IPU3BOJAUTD
no rinepkaiTunrocti KM iy nepudepununiit
KPOBI — JIEHKOLUTO3Y, TPOMOOLIUTO3Y, TPOMOOIIH-
TOIEHii, epUTPOIUTO3Y UM aHeMii, BUPa3HiCTb
SKUX 3JI€XKUTh BiJl HO30JI0TIUHOI (popmu Ta cTaii
XMII3 [8].

[MpoBigaum kiaiHiuaUM cumntomMoM XMII3
€ CILICHOMeTaJid, cejie3iHKa TaJbIIaTOPHO IIiIh-
noi koucucrentii. g JIP 3maune 30imblrenus
CeJie3iHKM He BJIACTMBE, 32 BUHSTKOM CEICHUCY,
ajie KOJIN ceJie3iHka 306i/blleHa He3HAYHO, M'SKOi
koHcucrenilii. Taki ocobauBocTi 30iJabITeHHS
1 IIJIBHOCTI ceIe3iHKU MU CIIOCTePirain y HaBeje-
HUX BUINQJIKaX. Y JPYroMy Ta TPeTbOMY KJIHIYHUX
BUIAAKax OyJa TelaToCijieHoMeralis 31 3HAYHUM
VIIIJIbHEHHSIM OpraHiB. Y 1epIol JiBUMHKY rera-
TOJIIEHANIBHUI CUHAPOM OyB momipHUM, 0e3
yitiyibHeHHst opraniB (tabm. 1). Y xBopux
Ha XMII3, npu nepBUHHI /IIarHOCTHIl 3aXBOPIO-
BaHHS, y TepudepuuHili KPOBi BiJI3HAYAETHCS
BHCOKHUI JelikonuTo3d — monax 50—100x10°/1,
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y JIeWKOIUTapHIN HopMyJii — Tinepriasisa KIiTu-
HU TPaHYJOIUTAPHOTO DSy 1 HaBiTh OJACTH.
Y 6inbmocti Bunaakis npu JIP jeiikonuros
He nepesuiye 50x10°/1 i B neiikorurapHiii pop-
MYJIi 3CYB, K TTPABUJIO, 10 IOHUX 1 OIMHUYHUX Mi€E-
JIONUTIB, MATUIKOSIIEPHNX, KITbKICTh IKUX 3HAU-
HO 36impmena [1,3,6,35,57]. ¥ aBox miB4aToOK
rimmepJefikoiutTo3 cranoBus moHazx 100x10°/1,
y xsomunka 3 KOMMJI — monazn 50x10°/1. B ycix
TPHOX JIiTell y reMorpami BUSABJILAINUCS 3MIHU, IPU-
tamanni XMII3. IloBigomugernesd, 1o B 0cid
i3 JIP yacTo BiiIzHAYa€THCI TOKCUYHA 3€PHUCTICTD
Hetitpodinis, mo He BractmBo XMII3, woro nHe
6yJ10 ¥ SKOTHOTO OTHMCAHOTO TalieHTa. Y ocib, XBo-
puX Ha XpoHiuHUN Mienoseitko3 (XMJI) Ta imio-
narnyanii Miesrogiopos (IM®D), y nepudepnuniii
KPOBI 4acTO JiarHOCTYIOTh TilepTPOMOOIUTO3
(ipu IM®D mozxe OyTr TPOMOOIUTOTIEHIS ) Ta aHe-
MIYHUI CHHIPOM, 110 OyBa€ BKpait pigko mpu JIP
(3a BUHATKOM PSI/Ty CTaHiB — CETICUC, TOCTPA ITOCT-
remMopariuna anemist) [1]. ¥ nepmiomy KiiHIYHOMY
BUIIQJIKy B reMorpami, OKpiM TilepJeidKoIuTo3y
nonax 170x10°/1 i3 omoJo/sKeHHSAM Yy JIefiKO-
nuTapHiit ¢popmymni go OiactiB, crocTepiraBcs
rineprpomborros Giabiie 1300x10°/1, renarosie-
HAJIBHUN CUHPOM, SKi JJaBAJIN ITi/ICTABY 3aIli/[03-
putn XMII3, sokpema IOMMJI abo XMMJI.
Heo0OxizHo mam'sTaTu, 1o IpoBiIHUM IIPH AiarHo-
cruili JIP € HasgBHICTb OCHOBHOIO 3aXBOPIOBAHHS
(irdexIris, MyxauHa, MOK, TOKCEMis, MTONTKOKeH-
Hs TOIIO), M[PU SIKOMY MawTh Miclle [AaHi
Tpancdopmalliiiii 3MiHM B TeMorpami. ¥ BOX
HACTYITHUX TIAI[i€HTIB 3aBASKU MOJIEKYJISIPHO-
reHeTUYHOMY aHasli3y BigOysacs Bepudikaiis
[ATOJIOTIYHOIO TIPOLECY, 3MIHM y TeMorpami Oyin
HoAIOHMMHU, IPOBiAHOIO OyJIa rilepeo3nHoMiIisL.
Eosunodimieio Ha3uBaOThCSI CTaHW, 32 SAKUX
abCOJIIOTHE YHUCJIO €03MHOMINMBHUX JIEHKOIUTIB
y kposi nepesurye 0,45x10°/1. Eosunodinu — e
IrpaHyAgPHI JEHKOIUTH, SKi BUSABJISAIOTHCI B KPOB1
I TKAHWHAX Y 3/I0POBUX JIIOJIeN Y HEBEJIMKUX KiJTb-
KOCTSX. Y HOpPMi 4YMcJI0 e03nHOMIIIB y KPOBi
menme 0,35x10°/1 (mo 6% Bcix meiikonuTis).
Ili kIiTUHM BUKOHYIOTH IMyHO3aXUCHY (DYHKIIIIO
IIPOTH reJIbMiHTHOI iHBa3ii, GaKkTepiil, BipyciB, Tpu-
6iB. Eosunodiau 6epyTh yyacTb y peakiiisix rirmep-
YYyTJIUBOCTI HeEraHOTO TUIY, IOB'S3aHUX 13
rOCTPOIO AJIEPTri€lo, MONepe/zKat0Th TeHepasi3allio
iMyHHOI Biznosizi opraniamy. IliBuineHHst Kijib-
Kocti eosuHoMiaiB monax 1,5x10°/1 HasuBaerbes
rinepeosunodimnieto [37]. Tinepeosinodinis Moxe
MPU3BOJIUTH JI0 ATOJOTIYHOTO CTaHy, 1110 HabyBa€e
pHC OKpPEeMOi HO30J0Tii. 3a eTioJIOTIYHUMU i T1aTOo-
(dizionoriuanmu pakropamu eo3uHODITIT MOKHA

PO3MIMIUTY HA PeakTUBHI (HEKJIOHAJbHI) 1 KJIO-
HaJIbHI, 10 CYIPOBOKYIOTH XBOPOOW CHUCTEMU
KPOBI, IIPH SIKUX €03MHOMIJIN € YaCTHUHOIO 3JI0SIKiC-
HOTO KJIOHY. PeakTuBHi eo3uHOMDIIii 3yCcTpivaloTh-
cs1 yacrirre, HixK KJIoHaIbHI [4,5,37]. KommonenTn
IUTOIJIAa3MHU  €03UHOMINIB, BUBIJBHIIOUNCH
Yy KPOBOTOKY, CIPUYMHSAIOTh HIKIJJIMBY Jil0 Ha
€HJIOTeJTii, MIEJIIHOBI HEPBOBI BOJIOKHA i HABKO-
JIUIIHI ~ TKaAHWHW, BUKJIUKAIOYU  YpPasKeHHS
GaraThbOX OpraHiB i cucTeM, HacaMmIlepe] ceplie-
BOCY/IMHHOI Ta HepBoBoi [1,28,29]. ¥V marorenesi
3aXBOPIOBaHHS HA/IAEThCS 3HAUEHHS TTpoJtipepartii
eosnHouniB y KM, BaKJIMBY pojb 1IPHU 1IbOMY
Bizgirpatioth T-mimdoruTu, sgKi TPOAYKYIOTh €031-
HOMIJIOTMOETUYH]I HIUTOKIHU. Y PpakKeHHsI OpraHiB
1 cucTteM 3yMOBJIeHE BIJIMBOM BMICTY TpaHyJ
e03uHOMIIIB — KaTioHHUMU OiIKaMu, HepoKCcHIa-
3010, HepoToKcMHaMU Ta iH. OCHOBHUMU KJIiHIY-
HUMU TIPOSIBAMU TiTIePe03nHOMITbHOTO CUHAPOMY
€: Tporpecyroda cJIa0OKiCTh, MOTIPIIaHHS ATETUTY,
3HIKEHHS MacH Tijia, O61JIb HeBU3HAYEHOI JIOKAJi-
3allil y JKUBOTI, Hy10Ta, OJIF0OBAHHSI, HEIIPOLYKTHUB-
HUI Kalleib; cBepOikK MIKIpU, MOKIMBHIT HAOPSIK
KBinke; mifiBUIEHHST TeMIIepaTypyu Tija, IO
CYITPOBO/IKYETBCA MITJIUBICTIO, TEPEBAKHO BHOUI;
301/IbIIEHHST TEYIHKU Ta CEJIE3IHKHU, YPasKeHHSs
cepiisd (apuTMii, TOPYIIEHHS aTPiOBEHTPUKYJISIP-
HOI IIPOBIIHOCTI, PO3IITUPEHHS MEK CePlld, 3aCTiii-
Ha cepiieBa HEAOCTATHICTh), B OCHOBI SKOTO
JIEKUTH PO3BUTOK €HAOMiOKapaianbHoro (hibposy;
NOsIBa B JIETEHSX BOTHUINEBUX iH(IIbTpaTiB abo
qndy3HUX IHTEPCTUIIHHUX 3MiH, PO3BUTOK TLjIe-
BpaJIbHUX BUIIOTiB; ypakeHHsI HEPBOBOI CUCTEMHU
(3amaMopouYeHHs, TOJOBHWIT 06iib, y BaKKUX
BUIAJKaX — MapeHHs, TaJIoNUHAIll, PO3BUTOK
KOMATO3HOTO CTaHy, IIPU TPUBAJIOMY iCHYBaHHI
rinepeo3nHOMITPHOTO CUHAPOMY — JEMEeHIIis).
MoskyTh criocTepiraTucst HopyIieHHs 30py, CIyXY,
posBuBatucd nepudepudni HeBputu [4—6].
OcHOBHUII 1 KaTiIOHHUN OLIKKA IpaHyJ €03uHOMI-
JIiB MAalOTh IUTOTOKCUYHUU eheKT Ha 3HAUHY
YaCTUHY KJITUH OpraHi3my, KpiM TOTO, 3B'43yl04n
rernapuH, 3MEHINYIOTh aHTUKOATyJISHTHY aKTHB-
wicts [1]. Tpusasa rinepeosutodisis Oyab-s1KOi
€TIOJIoTiT MOYKe TTPU3BOJIUTH /10 PO3BUTKY €03UHO-
¢inmbroi iHGIABTpaIii opraHiB i TKaHUH [4].
V 3B's13Ky 3 IIUM HEOOXIiJHO IKOMOTa paHilie jiar-
HOCTYBaTH OCHOBHE 3aXBOPIOBAHHS, sIKe IPU3BEJIO
710 PO3BUTKY Tinepeo3wHodiii. ¥ HaBeneHux apy-
TOMY Ta TPETHOMY KJIIHIYHOMY BHUTIa/IKaX, HA HATITY
AYMKY, Majo Miciie KOoMOiHOBaHe ypajkeHHs
JiereHb — iH(eKIliiTHe Ta TposiepaTuBHE, Y TOMY
YuCJi BHACJAIIOK €03uHOMiIbHOI iHMIIBTPAIlii.
[TixTBep/KeHHSIM TILOTO € perpecis iHdinbTpa-
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TUBHUX 3MiH y [MapEHXiMi JiereHb Ha TJIi NPUUoMy
imaruniOy y mamientku Ne2 na KT (puc. 9 a-0).

MienoaucmiacTuuti Ta MiegornpoJiidepaTuBHi
po3Jafin y AiTell € MEHIN MONTUPEHUMHU, MAIOTh
pisHi MOpdOIOrivHi, IUTOreHeTUYHI 0COOIUBOCTI,
MPOTHOCTUYHI (haKTOPH Ta TepareBTUYHI i IXO/IH,
NOpiBHSIHO 13 gopociaumu. Ilicag BigkpuTTs
crenuivyHOl MyTaIlii — TpaHcaokaiii Misk 9 1 22
XPOMOCOMaMM — PO3NOYATUCS aKTUBHI IMOIIYKU
reHeTUIHUX Je(heKTiB MPU PISHOMAHITHUX OHKO-
JIOTIYHUX 3axBopioBaHHAX. OCTaHHIMU pOKaM#
Biji0y/IMCsT 3HAYHI 3MiHU B PO3YMiHHI PO3BUTKY
irmmmix Ph-neratusinx XMII3, y Tomy uuci Tux,
SIKI CyTIPOBOJIKYIOThCSI eo3uHo(dinien. € mneBHa
MoAiOHICTD 13 MexaHi3MaMu, 1110 Jie;KaTh B OCHOBI
XMII3 ta mpu XMJI, B yTBOpeHHI MyTaHTHOI
dopmu 6GinKka 3 MOCTIHHOI TUPO3UHKIHAZHOIO
akTUBHICTIO. Bimkputts octannix 10 pokiB mpus-
BeJn 710 meperssiny kaacudikamii XMII3, ix miar-
HOCTUKM Ta JikyBaHHsA. Panime piarHoctuka
Ph-werarusnux XMII3 6araro B uomy OymyBasia-
¢ Ha JJAaHUX MOP(MOJIOTIYHOTO JOCIKEHHS 6i0TI-
taty. ¥ 2008 p. BcecBiTHs opraniszailiss 0XopoHu
3nopoB'st (BOO3) cTBOpMiia HOBY OCHOBHY KaTe-
ropifo: «Miemnoigai Ta miMbOIIHI HOBOYTBOPEHHS
3 €03MHOMITIEI Ta aHOMAJISIMU TPOMOOITUTIBS.
o ocHoBHmMX miarHocTuuHMX KputepiiB XMII3
Oysi0 BKJOYeHO HasBHicTh MyTamnii Jak2V617F
a I BCTAHOBJIEHHS BapiaHTa KJIOHAJIBHUX €03U-
HOMITIT — 060B'I3KOBE OCIIKEHHS Iepe0dy10Bu
B JiJHKAX TeHIB TPOMOOIMTapHOro GakTopa
pocry anbda (PDGFRa), rpombonutaptoro dak-
topa pocty 6eta (PDGFRP) i penienitopa daxropa
pocry ¢ibpobaacris-1 (FGFR1) [16]. ¥V 2016 p.
119 KaTeropis OyJia mepersistHyTa Ta JAOMOBHEHA B
knacugikarii BOOJ3 [13]. YinbHe Mmicie mociau
MOJIEKYJISPHO-TEHETUYHI METO/IN.

Ha panuii yac gocuth mo6pe BUBYEHI MyTallii
3a y4YacTIO TeHiB, 1[0 KOJYIOTb peLeNTopu 10
Tpombornuraproro dakropa pocty (PDGFRo
i PDGFRp). PDGFRa i PDGFRP micTsTh THpO-
3MHKIHA3HUU JIOMEH 1 B HOPMi aKTUBYIOTbCS IIiJl
miero TpombonuTapHoro dakropa pocty [66].
OcrtaroyHo He 3'sICOBAHO, YOMY CIIOCTEPIra€ThCs
TIIBKY €03WHOMDIIIS 32 JaHOTO THUILY MYTAIliid.
ITIpu uepebynosi rena PDGFRP naiiyacrtime
BiZIOYBAIOTHCS TPAHCJIOKAIlil 3a yd4acTio JIOKyca
33 xpomocomu 5. Ha xpomocomi 5 po3TaiioByioTh-
CsI T€HU, MO KOAYIOTb IMUTOKIHU, SIKi PETYTIOI0Th
eo3uHo(dioNOE3: iHTEpIelKiHN 3, 5, rPaHyIOIH-
TapHO-MakpodaraJbHUM KOJOHIECTUMYJIIOIOUNI
daxrop [41]. Mienoinni Ta aimdoinHi HOBO-
YTBOPEHHS 3 €03WHOMIMIEI0 Ta aHOMAJIIIMU
penentopiB PDGFRa, PDGFRB ta FGFR1

€ TPYIIOI0 TeMaTOJIOTIYHUX HOBOYTBOPEHbD, SKi
KOIYIOTh KOHCTUTYTUBHO aKTUBOBaHI THPO3WHKI-
nasu [23,26,32,33,34,47,51,56,59]. Buninenus
XBOpUX 3 TaKUM BapiaHTOM MYyTalliil Ba’KJIuBe
3 OISy Ha IX Tepariio, OCKIJTbKU XUMEpPHI
6iiku PDGFRa [33,34,66], a takosxxk PDGFRf
[27,47,49] npurhidyioTbcs iMaTuHibOM, TOMY Ha
CBOTO/IHI TEPAITisi MePIIOl JIiHii /71T TAKUX XBOPUX —
1e iHri6iTOpU TUPO3UHKIHAS.

BinpmricTe  marieHTiB 31 3JAUTTAM TeHIB
PDGFRp mators XMII3, Heonmmazmu tumy Mie-
gonuctiactuaanii cuagapom (M/IC) /mienonpori-
(epatuBHe 3axBopioBanHs (Hanpukiaan, XMMUJI,
atuoa XMJI, OMMJI) a6o 3pinka — miesoigHa
6s1acTHa (hasa/BTOPUHHA FOCTPaA Mi€JI0i/HA JIeliKe-
Mig (I'MJI). MiesonposicdeparnBHi Ta jimMpoiHi
HOBOYTBOPEHHS, TOB'dA3aHi 3 IeperpynyBaHHSIM
renieB. PDGFRa, PDGFRPB ta FGFRI1, yrBopio-
0T TPHU PiJKicHI crmerudivyni Tpynu 3axBOpIO-
Balb, SIKI MalOTb JIeSIKI CIIJIbHI O3HAKH, a TaKOXK
BiZIMiHHOCTI. AJie HE3MiIHHOIO OCOOJINBICTIO € €03M1-
Hoimist. BusButu nepebynoBy TreHiB MOKHA
3a monomoroio: fluorescent-in situ-hybridization
(FISH) a6o reverse transcription polymerase
chain reaction (RT-PCR), ocKiJbKH KiJIbKa TeHiB,
O KOAYIOTh €03WHOMINONOEeTHYHI HUTOKIHN
(nampukiaan, 1L-3, IL-5, GM-CSF), mictsTbes,
Hanpukiaan, npu mepedbymosi rema PDGFRp
y pizsani xpomocoemu 5q31~33 [56]. Iligsurerni
piBHi TpunTasu Ta/abo Bitaminy B12 y cuposarii
MOXKYTb CIIOCTEPIraTUCsl IPU MIEJOIIHUX HOBOY-
TBOPEHHSIX, 0COOJMBO Y BUTIAIKAX i3 11epedy10BO0
renie PDGFRa abo PDGFRP [38,62]. ¥V cupo-
BaTIli KpoBi maiieHTis 1 ta 2 MU TeXX BUSABUIN
3HAUHe TiIBUIIEHHS 3HaUYeHHs BiTaminy B12.

Ha nymky A. Reiter 3i cmiBaBt. (2017) [56],
He3BAKAIOUM Ha Te, MO cydacHa KJacugikaiisa
MI€JIOIITHUX HOBOYTBOPEHb 3 €03MHOMLIIEI0 3/e-
GIJTBIIIOTO TPYHTYETHCSI HA MOJIEKYJISIPHUX MapKe-
pax, /liarHOoCTHKa BCe K MOBMHHA KOPEJIOBATUCS
i3 KombGiHaliero ricromopdoJiorii Ta KIiHIYHUX
i maboparopuux kputepiiB. DaKTUYHO KOICH
13 MOJIEKYJISPHUX MapKePiB He TOB'sI3aHUN 3 €11~
HuM denotunom. Hanpukman, FIP1L1-PDGFRa
MOKe 3pifika acotrioBatucs 3 T-mimMbobracTHO©
Jimpomoio /neiikeMi€lo, He3Ba)Kalouu Ha Te, IO
3a3BUYAll MTPE3EHTYETHCS SIK XPOHIYHUIN Mi€Joi-
HUII HOBOYTBIp 3 e03uHOMINI€I0; aHAJOTIuHO,
neperpynyBaniss PDGFRPB wmoske mnpussectn
JI0 CIIEKTpa MI€EJIOI[HUX HOBOYTBOpPEHb. KoxkeH
i3 reris FGFR1, JAK2, FLT3 i ABL1 nos'a3anuii
3 PI3HOMAHITHUMHU HO30JOTISIMU, BKJIOUYAIOYN
B- a6o T-kiitunHi giMdointi geiikemii /mimMpomu
a6o xponiuni, a6o de novo/BTOPUHHI TOCTPI Mie-
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JI0iHI Jeiikemii 3 eosunodditiero un 6e3 wei. 1Lin-
KOM HMOBIPHO, 1110 (haKTOPH, TaKi SIK repMiHaIbHI
azesi cripuitasTanBocti (germline susceptibility
alleles) mamienris i ¢akTopu 3axXBOPIOBAHHS
(manpukaz, Habip HaGYTUX COMATUYHUX ITYXJIH-
HUX MYyTaIliil i CyOKJIOHIB), CIIPUSIOTh T€TEePOTEH-
HOCTI 3axBOpioBaHb. Xoda kiacudikamis BOO3
€ Ha/I3BUYAHO Ba)KJIMBOIO OCHOBOIO JIJISI CTPaTH-
(hikartii eo3nHOMIIBHIX HOBOYTBOPEHbD, JIKYIOUUT
JiKap 3000B's13aHUIl BPaxoBYBaTU SK KJIHIKO-
MaTOJOTiIuHI, TaK i MOJEKYJSIpHiI Kputepii and
YTOYHEHHS IaTHOCTUKU Ta TPOTHO3YBAHHS 3aX-
BOPIOBAHHS 1 BCTAHOBJICHHST BiJIIIOBIZTHOTO TIJIAHY
jgikyBauus [56]. Y HaBeleHUX HAMU JPYromy
Ta TPETbOMY BUIIQ/[KAX /[IalrHOCTUKA TPYHTYBaJIACs
Ha KoMOiHaii KJiHIYHUX, TICTOJIOTIYHUX, IMYHOTi-
CTOXIMIYHMX, MOJIEKYJISIPHO-TEHEeTUYHUX METO/IiB.
[Ile y 1992 p. onucano XMII3 3 eosunodimieio
Ta (hiKCOBAHOIO XPOMOCOMHOIO TIOJIOMKOIO B JIOKY-
ci 8p11-12 i3 3anyuennsm rena FGFRA, sikuii pos-
TAIOBYETHCS caMe Ha XpoMocoMi 8 y Jokycax p11
i p12 i mae 19 exsoniB [59]. [TaprHepamu rena
FGFR1 npu TpaHCIOKaIisIX MOKYTh OyTH pisHi
reHu. Bike onmcaHo ciM TeHiB, sKi HPU 3JUTTI
3 FGFR1 xomyiorh xumepHi GiIKM 3 THPO3WHKI-
HA3HOIO aKTUBHICTIO. Mi€soiHl yXJIMHY, acoIli-
fioBani 3 mepedynosoio rera FGFR1, norano mij-
JIAl0ThCS Teparii B JaHUH yac: XUMepHi OLIKM
3a yuactio rena FGFR1 crifiki 10 BizomMux inri6i-
TOPiB TUpO3uHKiHAa3. [Ipu JiKyBaHHI BUKOPUCTO-
BytoTh nosiximioreparito (I1XT), 3a gomomoromw
SIKOI BJIA€THCSI OTPUMATH TiJIbKU YACTKOBY BiIITO-
Bigb abo crabinizaliio 3axBopioBaHHs. XBOpi
TUHYTB Y cepelHboMy uepe3 1,5 poky Bijl mouaTKy
3axopioBatns. J. Chen ra criiBast. (2004) BBaska-
I0Th, 11O TIJIBKW 3aCTOCYBaHHS aJIOTEHHOI TpaHC-
MJTAHTAIlli TeMOTIOETUIHUX CTOBOYPOBUX KJITHH
(amo-TTCK) abo wmimocraypiny ga€ Hajio0 yHH-
KHYTHU PAaHHBOI CMEPTI y 11iil KOropTi XBopux [21].
OpnHak BUSBJIEHHS MYTallii, 1[0 JIE)KUTh B OCHOBI
JIAHOTO 3aXBOPIOBAHHS, I03BOJISIE BECTU aKTUBHUI
HOIIYK TapreTHOI Teparii — iHribitopa 6iika, 1o
konayeTbesd reHoM ZNF198-FGFR1. Bigkputts
HOBUX 1epeOy/I0B TEHiB, MOB'sI3aHUX 3 €03UHODI-
JIi€T0, ATl JIONOMOsKe HaM 3PO3YMITH MOJIEKYJISP-
HY 1aTO6Gi0JIOr 0 IUX 3aXBOPIOBaHb 1 JOMOMOITH
Y PO3BUTKY iHTIGITOPIB MaJUX MOJIEKYJI, SIKi IIPH-
THIYYIOTH JIEPETYJISIIiIo KpOBOTBOPeHHS [59].
ImaTuHiO € Teparmi€eio mepinoi JiHii y narienTis
3 anomamisimu PDGFRa [26,33] i PDGFRf
[10,23,26,41], Tomi 9K TAII€HTH 3i IJIUTTIM
FGFR1 He BinoBifialoTh Ha 1110 TEPAITiio i MAtOTh
norauuil IporHo3 [49]. Y Giabmiocti sitepatyp-
HUX JKEPEJT TepalleBTHYHA /1032 IMaTHHIOY KOJIH-

Baetbed Bim 100 1o 400 mr [23,26,33,41]. ¥V nanwmii
yac He ICHY€ TeBHMX PEKOMEHJAIlill 10/0 KOH-
KPETHOTO /I03YBaHHS Ta TPUBAJIOCTI Tepariii iMaTh-
HiboM st miei rpynu mamientis [10]. TTosimo-
MJISIETBCS, IO TPUBaje JKyBaHHS IMaTUHIOOM
MOJKe TPU3BECTH JIO CEPIIEBOI TOKCUYHOCTI, TOMY
Ny’Ke BaXXJIMBO BU3HAUNUTU MiHIMAJIbHY e(eKTHB-
Hy 03y iMaTWHIOy, HEOOXiAHY /ST THATPUMKN
pemicii 3axBopioBanus [24,33]. G. Helbig 3i cmiB-
aBT. (2008) BBakaioTh, 10 OIHOPA30BA IMOTHIK-
HeBa /1032 IMaTHHIOY € J0CTaTHBOIO JJISL IIiATPUM-
K pemicii y marieHTiB i3 mepeOysoBOI0 TeHa
FIP1L1-PDGFRo. Kpim Toro, BigimoBias 3amuima-
Jacst cTabiJIbHOIO BIIPOJIOBK YCHOTO TEPIoy
JIiKyBaHHs i3 oBHOIO pemicieio y 100% maitienTis,
ajie TIpU MPUITMHEHH] JIKYBaHHS iMaTHHIOOM XBO-
poba mosropioBasiacst [33]. Take moBimomJeHHs
€ BaKJIMBUM TaKOX 1 3 €EKOHOMIYHOI TOYKHU 30DY,
OCKIJIBKH I1i TIPeTapaTy € JOPOruMU. 3a3HA4aETh-
csl, MO € YacTWHA TMAIli€EHTIB 3 Tinepeo3nHodiIiero
i3 XMII3, ane 6e3 nepedbynosu rewis PDGFRo
gy PDGFR, siki MatoTh Takox 106py BiAIOBI/Ib
Ha Ttepamio imMatwHi6oM. Ha aymky P. Erben
Ta iioro koser (2010), o6rpyHTOBaHUM € BUIIPOOY-
BaHHs iMaTUHIOY HaBiTH B 0Ci0 i3 TAKMM HeraTHB-
HUM TEHETUYHUM pe3yJbratoM [26]. Y Hamomy
JPyroMy KJIHIYHOMY BHUIIQJIKy MOJIEKYJISIPHO-Te-
HeTHuHe aocaipkents BustBuiao t(1;5)(q21;q32)
[41]. Ticis BUBYEHHS PsILy BUIE3TaJlaHuX my0OJri-
Kallifi, BPaxOBYIOUM BaXKICTh CTaHy JIUTUHU
i3 TMBUJIKUM TMpoTpecyBaHHgM JiiMborposridepa-
TUBHOTO TIPOIECy, Tirnepeo3uHodisii, MPUitHSITO
pillleHHsT ~ po3IoYaTH Tepamilo  iMaTHHIOOM
JI0 OTPUMAHHSI Pe3yJbTaTiB MOJIEKYJISPHO-TeHe-
TUYHOTO jochijpkeHust (BugaBienns TPM3-
PDGFRB-myrarii). /loza mpemapary Hamu GyJia
BuOpaHa eMIIPUYHO, OCKIJBKM Ha 4Yac CTapTy
3aCTOCYBaHHS MEJIMKAMEHTY JIBYMHII BUIIOBHU-
Jocst e yorupu Micsi. Teparig iMaTuHIGOM
y mosi 50 Mr/mo0y mana TMO3UTUBHUI KIIHIKO-
naboparopuuii edekr (Tabir. 2).

IOMMJI — 1e kJIOHaJIBHE TEMOIIOETUYHE 3a-
XBOPIOBAHHS IUTSYOTO BiKY, IO XapaKTEePU3YETh-
¢ nposidepalli€ero rpaHyJIONUTaAPHOI 1 MOHOIU-
TapHOI KIITHHHUX JiHiil [42,43,53,54]. Bigmnosiz-
HO 70 cydacHoi kiacudikaiii BOO3, IOMMJI
BiZIHOCATDL /0 TPYINM TaK 3BaHUX Mi€JIOJUCILIA-
CTUYIHUX /Mi€JIONTPOJTi(hepaTUBHUX 3aXBOPIOBAHb —
KJOHAJbHUX TeMOIIOETUYHUX HeOoIlJIasii, sKi
BKJIIOYAIOTH B ceOe 3aXBOPIOBAHHSI, 1[0 MAIOTh BOJI-
HoYac i IMCIIaCcTUYHI, 1 iposipepaTuBHI XapakTe-
puctuku [42,43,54,66]. Yactora 3aXBOpIOBaHOCTI
cranoButTh npubmsHo 1,2 Ha 1 MJIH JiTeil Ha PiK,
e 6;m3bKo 1,6—2,4% cepel TeMaToIOr YHIX Heo-
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nurasiit gursiaoro Biky [15,43,61]. KOMMUJI 3ycrpi-
YAETHCS MEPEBAKHO Y ITEH, MOJIOIINX 32 YOTUPHU
poku. Bik Ha MOMEHT BCTAHOBJIEHHSI /1iarHO3Y
KOJIMBAETHCS BiJl OJTHOTO MicCAIIA 10 PAHHBOTO TIiJI-
JITKOBOTO BiKy, mpote y 75% Bunagakis KOMM.JI
peeCTpyeTbesl y JiTeil BiKOM /10 TPbOX POKIB.
Meniana BiKy, 3a pisHUMU JJAaHUMU, CTAHOBUTD BiJ|
1,1 1o 2,5 poky, npu 1bomy 35-40% — 1e mitu
BiKOM JI0 pOKY, 26% marttienTis i3 KOMMJI — crap-
I 32 TPU POKM i jmmie 4% — crapiii 3a I1r'sTh
pokiB. BifzHauaeTbcst 4iTKe IepeBaskaHHsI XJOII-
YUKIB IMOJI0 AiBYATOK y criBBignomenni 2:1,31.
MakynsgapHo-nanyJjb03HUH BUCHUIT Ha IIKIipi
3ycTpivaerbesi y 35% xBopux Ha IOMMUJL
[Tpu FOMMUJI € moka3oBi 3MiHU Y TeMOTrpami: Jei-
KOIIMTO3 13 aOCOIOTHUM MOHOIIMTO30M, aHEMIEID
i TPOMOOLIUTOIIEHIEIO € YHIBEPCAJIbHUMMU JIJIsI Jliar-
HOCTHUKH, Ha BiiMiHy Big Mopdosorii KM. Xoua
KiJIbKiCTh TPOMOOIMTIB € 3MIHHOI, MOKJIMBA
noMipHa TpombonuToneHia. Yucao JeHKOIUTIB
y 30% sumazakis nepesumniye 50x10°/1, y 7%
namienTis sycrpivaerbest monaz 100x10°/1. Tnkosnn
y TAIi€HTIB BUSBJISETHCA He3HauHa Oazodisis.
Yucsio eodunodiiB, 3a3BU4ai, y HOpMi, MOXKJINBA
nomipHa eosuHo(Mimist abo K rimepeo3wHOMIIisA
(>1,5x10°/1). «Tlinepeosunodinabhi> BUTIAAKN
IOMMUJI moxyth Haramysatu Bumagkun XMII3
i3 eo3uHODIJIi€0, TTOB'A3aHO0 31 criennivHIMI
IUTOTEHETUYHUMU,/MOJIEKYISPHO-TeHeTHUHUMU
aHoMasissmu i3 mepebynosoio reniB PDGFRa
a6o PDGFRp, sgxi posrasgaiorbesi OKPEMO
Bif IOMMUJL. ¥ remorpami y xsopux Ha JOMM.I
HEPI/IKO BUSBJISIETLCS aHEMis, SKa € 4aCTO HOPMO-
IIUTapHOIO, iHOMI — MakpoluTapHoo. Hepinko
MOKYTh CITOCTEPITaTUCS aTUIOBI, BeJUKI (hopMu
tpomboruTi. Iligsunienass HbF 3 Bikom € rosios-
Hoto xapakrepuctukoio IOMMJI, 3a BUHSATKOM
ocib i3 MOHOCOMI€IO 7, OCKIJIBKU MaiiKe yci MiTu
i€l Tpynu MaioTh HOpMajbHe 3HaueHHs1 HDbF.
Y TperboMy KJiHIYHOMY BHINaAKY mokasHuk HbF
Oy migsuiennM. MoHocoMist 7, K €uHa aHOMa-
aist, mpucyTtHs y 25—30% mnanientiB i3 JOMMJI,
10% matoTp inmm ruroreHeTnyHi abepartii, a y 60%
BUSIBJISIETHCST HOPMasibHU Kapiotun [1,52,53,54].
[Tpr KOMMUJI 10 90% mnarieHTiB MaloTh BPOKEH1
uyi HabyTi myTaitii PTPN11, KRAS, NRAS, CBL,
NF1, mo akrtuByiorp y kiaituai RAS/MAPK-
CUTHaJbHI TAxu [44]. Bkaszani MosekymisipHi
XapaKTEePUCTUKU CIIPUSIIIN BiIKPUTTIO TPYTIN T€HE-
TUYHUX CUH/IPOMIB: «HEWPO-Kap/io-aitio mkipHi
cunapomu»  (Neuro-cardio-facio  cutaneous
syndromes, NCFCS) a6o RAS-natii (RASopathi-
es). Haituacrimie 3ycrpivaiorbest Heiipodibpoma-
to3u 1-ro tuny (neurofibromatosis type I, NF1),

Buksnkani myTartismu NF1 i PTPN-11 Biamosiz-
Ho. Ili cuaapomMu MaroTh 3araabHi KJIIHIYHI 03HA-
KM, BKJIIOYAIOYM CXUJIBHICTD /10 PO3BUTKY 3JI05IKiC-
HUX HOBOYTBOPEHD, Cepel SIKUX 0cOOJIMBE MicIie
nmocijlaloTh MiesornpodicdepaTuBHi cranu [43].
Myrariii CBL € renetnunoio miarpymnoo KOMMJI.
Ix BusIBIIEHO y 40% ocib, axi ne maiotb NF1, RAS
a6o PTPN11 myrariii, mo siznosigae Big 10% 1o
15% narientiB i3 OMMUJI 3araiom. Myrarii CBL
€ TlepeBa’kHO ayTOCOMHO-JOMiHaHTHUMU. /[liTh
3 myTtarigsmu CBL MoxyTh miziaBaTcst 3rojoM
PU3UKY PO3BUTKY CYAWHHUX 3aXBOPIOBAHb,
a JIesiKi MOKYTh MaTH 3aTPUMKH PO3BUTKY [53].
E Locatelli 3i criiBast. (2015) [43] noBigoMstiiorh
kputepii Bepudikaiiii giarnozy IOMMJI (noxius-
IOThCS 3aJI€5KHO BiJl HASIBHOCTI TAKUX CUMITOMIB):
kareropis 1 (BUSBJIEHHST BCiX O3HAK i3 HUJKUEHA-
BeZleHNX): MoHOIMTO3 B KpoBi >1000 B 1 MK,
6aactu B Kposi i1 KM <20%; cruienomerasis; Biji-
cytHicth t(9; 22) i BCR/ABL-peapanxyBanHs;
Kareropist 2 (BUsIBIeHHsT Xoua O OAHIE] O3HAKM):
comarnyHa wmytaiiss PTNPN11 a6o KRAS,
a6o NRAS; miarnos NF-1 abo BpojzkeHa myTaitist
NF-1; Bpomkena myTanis CBL a6o Brpara rerepo-
surotHocti CBL; xareropis 3 (BUSABIEHHS X04a
6 BOX O3HAK): MOHOCOMisl 7 XpoMocoM#u abo iHIIi
UTOTEHEeTUYHI 3MiHM; IiJBUIIEHHS BIKOBOTO
piBHs (beTaJbHOTO TeMOrJIOOIHY; IUPKYJII0I0Yi
B KpPOBi TOTEPETHUKU MIi€JION0e3y; CIIOHTaAaHHE
3pocrants abo rinepuyriausicts 10 TM-KCO npu
KyJbTUBYBaHHi; rinepdocdopumoBannus STATS.
Y naBeseHoMy HaMU TPeTbOMY KJIHIYUHOMY
BUNAJKY 3MiH Y KapiOTHIIi MaIli€HTa He 3HAN/IEHO,
ajle HagBHI yci 3rajlani kputepii 1-1 kareropii,
BUsiBJIeHO comaTuyHy MyTariio PTNPN11, niasu-
IIEHHsT BIKOBOTO PiBHS (heTabHOTO FeMOTJIO0IHY.

[Tpu FOMMUI nposenenns ano-TI'CK € meto-
nom Bubopy. Oxnak cepen narientis i3 IOMMJI
npyu BHU3HaueHHI nokaszanb 10 ano-TTCK ocob-
JIUBY yBary 3acJyTOBYIOTb [iTH 3 BPOJXKEHOIO
myTaitieio PTPN11 ra CBL, 3 orsisiny Ha MOXKINBY
Yy HUX CIIOHTaHHY perpecito IMposiBiB Mi€JoIpo-
JipepaTUBHOTO 3aXBOPIOBAHHS, HE3BaKAOUN
Ha TpuUBaJly, iHO/ BIPOJOBX KIiJBKOX POKIB,
nepcucrenitito myTaitii [43]. Ha mpoTtusary mibomy,
ocobu i3 IOMMUJI comatnunumu PTPN11, KRAS
i OGinpiricTio 3 myTtariii NRAS Ta 3 NF1, maiors
HOTAaHWH TPOTHO3, MIBUIKO MOMHUPAIOTH Ge3 ajio-
TICK. Panmnsa ano-TICK € emuaum metomom
JIKyBaHHS B TakuxX BuUmajakax. /loBemeno, 1o
y JiTedl i3 HU3bKOIO KiJIbKiCTIO TpoMOOTIHTIB (<33-
x107/1), BikoMm monaz yoTupu poku i Bucokum HbF
(>15%) mporHo3oBaHe IMOTaHe BIKUBAHHSI.
Bnactaa tpancdopmartiig TpaniaseTbcs HedacTo,
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i GITIBIIICTD HETIKOBAHUX TMAIIE€HTIB TMHYTH BHA-
CJIIJIOK JIEUKeMIuHOT iH(hLIbTPAIlil, 1110 TPU3BOIUTH
JI0 HEeJOCTATHOCTI opraHiB. Puswk pemnuaunsy
€ BUCOKHUM, He3anexHo Bij Bumy ano-TTCK: Bix
ciMeiiHOro abo HEPOAMHHOIO JOHOPa, 200 K IiC/Is
TPaHCIJIAHTAIli1 IIyTIOBUHHOI KpoBi. PeruiuB XBo-
pobu criocrepiraetbest y 10 40% mariiedTiB i yacto
B CepelHbOMY BiJl 2-X /10 4-X MicsIiB MmicJs
asno-TI'CK. Toai cif skomora mIBUIIIE 3alIPOIIO-
HYBaTH JPYry TPaHCILUIAHTAIIIO 3 TUM caMuM abo
aJIbTEPHATUBHUM JIOHOPOM, $SIKa € e(eKTUBHOIO
y TperwuHu mamienTiB [43]. Monoamuii Bik
npu ano-TI'CK, ygomosiua crath, Husbkuii HbF
i Hu3bKMI BizicoTok OactiB y KM mporHo3yioTh
Kpallle BMKMBAHHS, TOJI SK PO3MIpU CeJIE3IHKHU
1 HagBHICTb MOHOCOMIi 7 HEe MAIOTh TPOTHOCTUYHO-
rO 3HAYEHHS Y Takux oci0 [42].

Buxonannsa TTCK nmpu JOMMUJI acortitioBane
3 10-20% pusuKOM TpaHCILIAHTAIIITHOI CMEPTHO-
cti iy 30-40% — penuanBOM 3aXBOPIOBAHHS
[31,42]. [lnga migroroBku mariientis 3 IOMMJI
o ano-TI'CK moxiuBe 3acToCyBaHHS HU3BKHUX
no3 ximioreparmii (XT) — 6-mepkanTonypun =+
13-nuc-pernnoesa kuciaora [19], uurosun-apabi-
Ho3ua =+ 13-muc-permHoeBa kucaora [9].
[cnye nymka, 1o mpu3HaYeHHsT BUCOK0/1030B01 X' T
JIOIIJTbHE TIPU TIPOTPECYBaHHI 3aXBOPIOBAHHS
3 Metoio migroroBku 0 ano-TICK [2,18]. Ha
nepexonanust B. Gustafsson rta cmiBast. (2011),
inTencuBHa XT 1epeBa’kHO € HEYCIINIHOK
npu IOMMJI depes migBuIieHUT PU3UK CMEPTI,
noB'a3anoi 3 JgikyBaHHam [30]. Takum xBopum
BJIaCTHBa KOPOTKOYACHA PeMicis i3 JOBroTpuBa-
quM BukuBaHHaM Menie 10%. ABTopm BBaxa-
I0Th, 1[0 3aCTOCYBaHHSA HU3BKUX 703 XT
(6-MepKanTOmypruH caMOCTiiTHO abo y TO€XHAHHI
3 UTapabiHOM) y TAIIEHTIB i3 YCKIQHEHHSIMU BijT
TinepsIeiikoIUTo3y, opranoMerasii abo JiereHeBuX
iHGibTPaTiB, MOXKe MaT YacTKOBuUI eexT [30].

Bucnosxku

XMII3 ta JIP He#tTpodiapbHOTO THUITY MAIOTh
noioHwmit 1e6oT xBopoow, 3minn y 3AK. 3a mormo-
MOTOI0 IUTOJIOTIYHOTO JOCTi/PKEHHS TeMOTPaMu
Ta Mi€JorpaMy BaKKO PO3PI3HUTH IIi TIAaTOJIOTIUHI
crann. Crocosro JIP BaxkImBO cBOEYACHO BCTAaHO-

BUTH €TIiOJIOTIIO0 B KO;KHOMY KOHKPETHOMY BUTIA/I-
Ky, HpoBeCcTH AudepeHIiajbHy [iarHOCTUKY,
O /IaCTh MOJKJMBICTh Bepu(iKyBaTH OCHOBHE
3aXBOPIOBAHHS, SIKE TPU3BEJIO /10 PO3BUTKY 11HOTO
MMaToJIOTIYHOTO  CTaHy, 1 SAKOMOTra pauilie
3aCTOCYBaTU pallioHaJbHE JIKyBaHHSI OCHOBHOTO
nporecy. XMII3, nos'sasani 3 eosmHodimiero,
€ HaA3BUUYAWHO PiAKICHUMHU 3aXBOPIOBAHHSIMU
y JiTell, KJAiHIYHO Ta JabopaTopHO TOMIOHUMHU.
JliarHoctyBaTu XBOpOOY MOSKJIMBO 3aBISIKH KOM-
IJIEKCHUM 3aco0aM: y KOpeJsilii KIHIYHOI TIpe-
3eHTallil i3 KOMOIHAIE TicTOMOPHOIOTIYHOTO,
IMYHOTICTOXIMIYHOTO, TIUTOTEHETUYHOTO, MOJIEKY -
JITPHO-TEHETUYIHOTO JOCJHIKEHb Ta KJIIHIYHUX
i mabopartopaux kpurepiis. Ocrarouna Bepudika-
1ist HozosoriuHux oauHuilh XMII3 moskauBa
JIATIE 32 JIOTIOMOTOIO0 MOJIEKYJISIPHO-TEHETUYHOTO
nocrijkenus. Bunwkae HeoOXigHICTh BIpPOBa-
JUKeHHST 13 PO3NIMPEHHSM CIIeKTpa BU3HAYEHHS
BignoBigaux Jgaboparopaux wmeroxais (ILJIP,
FISH) y perioHanbHUX KJIIHIKO-[IarHOCTUYHUX
IeHTpax /s MPaBUJIbHOI JIarHOCTUKUA OKPEMUX
Hozosoriynux hopm XMII3. JlikyBanus imaTuHi-
6om y miteit i3 t(1;5)(q21;q32) Ta nepebynoBoO
rena TPM3-PDGFRP nae mancu Ha omy:kaHHS
3 OTPUMAHHSIM TeMaToJIOTiuHOI peMicii. ImaruHi6
CJIIJI PEKOMEH/yBaTU SIK TepIiie JIKyBaHHS IUX
namienTiB. /{1 HajanHS (HaxoBOi MEIUIHOIL /I0TI0-
moru naiientam i3 OMMJI caig po3BuBaTi HEpO-
nunanay ano-TTCK B Ykpaini.

Aemopu 3as615110mov NPo 6I0CYmMHicms KOHGIIK-
my inmepecis.

BucaoBmoemo mupy moAsiKy 3a JIOIIOMOTY Y
BUKOHaHHI J1abOPAaTOPHUX AOCJIKeHb y 1-My
KiaiHiuHOMY Bumnaaky Andreas Zoubek, St. Anna
Children's Hospital, Vienna, Austria; MoJiekyisp-
HO-TEHeTUYHUX MOCIIKeHb miTaMm i3 XMII3:
Dott. Simone Cesaro, Direttore U.O.C. Oncoema
tologia Pediatrica Ospedale Donna Bambino,
Azienda Ospedaliera Universitaria Integrata
Piazzale Aristide Stefani 1, 37126, Verona, Prof.
Cesare Danesino, dr.ssa Paola De Filippi Genet-
ica, Policlinico San Matteo Via Forlanini 14,
27100, Pavia, Martina Pigazzi, Laboratorio di
Oncoematologia pediatrica Dipartimento di
Pediatria Via iustiniani 2, Padova.

28 ISSN 2663-7553 Cyuacua nexiatpis. Yxpaina 5(101)/2019



YntamTte Hac Ha canTe: http://med-expert.com.ua

REFERENCES/JIITEPATYPA

1.

Vorobyov Al. (2003). Hematology manual. In 3 vol. (3th ed.). Vol. 2. Mos-
cow: Newdiamed: 277 [Bopo6bés AW. (2003). PykoBoACTBO Mo remMato-
norum: B 3-x T. 3-e n3a. T.2. Mocksa: Hetognamen: 277].

Maschan MA, Khachatryan LA, Skvortsova YuV et al. (2011).
Hematopoietic stem cell transplantation in juvenile myelomonocytic
leukemia: analyse one centre experience and literature
review. Oncohematology. 1: 45-55 [Macyan MA, XauatpsH JIA,
Cksopuosa OB n gp. (2011). TpaHcnaaHTauus reMomnoaTM4eckux
CTBOJIOBbIX KJIE€TOK NPY I0BEHWUIbHOM MUENOMOHOLMTAPHOM J1eiko3e:
aHanM3 onbiTa OHOrO LEeHTPa 1 0630p nuTepaTypsl. OHKOremaTono-
rus. 1: 45-55].

Meshcheryakov AA. (2009). Leukemoid reaction in solid tumors:
a case report and review of literature. Klinicheskaya onkogematologiya. 2:
56-58 [MeLuepsikos AA. (2009). JleiikemonaHas peakuys npu CONMAHbIX
onyxonsix: KMHUYeckoe HabnopeHne, 063op nutepatypbl. KnuHnye-
ckas oHkorematonorus. 2: 56-58].

Mikhaylova NB, Afanasyev BV. (2007). Hypereosinophilic syndrome.
Clinical Oncohematology. MA. Volkova (Editor). Moscow: Meditsina:
631-644 [Muxaiinoea Hb, AdaHacke BB. (2007). MNMnepao3nHoduib-
Hbli  cuHapom. KnuHuyeckas oHkorematonorus. MA. Bonkosa
(pen.). Mocksa: MepuumHa: 631-644].

Mikhaylova NB, Afanasyev BV. (2009). Clonal eosinophilia. Klinicheskaya
onkogematologiya. 2: 1-10 [Muxaiinosa HB, AdaHackeB BB. (2009).
KnoHanbHble 303nHopuanu. KnuHndeckas onkoremaronorus. 2: 1-10].
Novikova IA. (2013). Clinical and laboratory hematology. IA Novikova,
SA Hoduleva (Eds.) Minsk: Vyisheyshaya shkola: 446 [Hosukosa WA.
(2013). KnuHuueckas u nabopatopHas rematonorvs. WA Hosukosa,
CA. XopyneBa (peg.). MuHck: Boiweiiwas wkona: 446].

Okorokov AN. (2001). Diagnosis of internal diseases. Vol.4. Moscow:
Meditsinskaya literatura: 502 [OkopokoB AH. (2001). AuarHoctuka
6onesHeln BHYTPeHHUX opraHoB. T.4. MockBa: MenuumHckas nutepary-
pa: 502].

Sokolova NA, Savina MI. (2011). Changes in presentation
of the pathogenesis of Ph-negative myeloproliferative diseases. Molodoy
uchenyiy. 5(2): 216-219 [Cokonosa HA, CasuHa MU. (2011). ViameHeHws
B NpeLCTaBeHny 0 natoreHeae Ph-HeratueHbIX MuenonponudepaTus-
Hblx 3a6oneBaHuit. Monomoi yueHblit. 5(2): 216-219].

Khachatryan LA, Maschan MA, Samochatova EV et al. (2008). Differenti-
ation therapy using 13-cis-retinoic acid and low doses of cytosine-arabi-
noside in children with juvenile myelomonocytic leukemia. Oncohemato-
logy. 1-2: 34-38 [XauaTpsH JIA, MacyaH MA, CamouatoBa EB
n op. (2008). OuddepeHumpoBoyHas Tepanus C MCMONb30BaHUEM
13-umc-PeTUHOEBOW KMUCNOTbI U HWU3KUX [03 LUMUTO3MH-apabuHo3unaa
Y AETEN C I0BEHUTbHBIM MMENOMOHOLMTAPHLIM EKO30M. OHKOremaro-
norvs. 1-2: 34-38].

. Abraham S, Salama M, Hancock J, Jacobsen J, Fluchel M. (2012).

Congenital and childhood myeloproliferative disorders with eosinophilia
responsive to imatinib. Pediatr Blood Cancer. 59(5): 928-929.

. Abramson N, Melton B. (2000). Leukocytosis: basics of clinical asses-

sment. Am Fam Physician. 62: 2053-2060.

. Andreasen C, Powell DA, Carbonetti NH. (2009). Pertussis toxin stimula-

tes IL-17 production in response to Bordetella pertussis infection in mice.
PLoS One. 4: €7079.

. Arber DA, Orazi A, Hasserjian R et al. (2016). The 2016 revision to the

World Health Organization classification of myeloid neoplasms and acute
leukemia. Blood. 127(20): 2391-2405.

. Arefi M, Garcia JL, Penarrubia MJ, Queizan JA, Hermosin L et al. (2012).

Incidence and clinical characteristics of myeloproliferative neoplasms
displaying a PDGFRB rearrangement. Eur J Haematol. 89(1): 37-41.

. Babushok DV, Bessler M. (2015). Genetic predisposition syndromes:

when should they be considered in the work-up of MDS? Best Pract Res
Clin Haematol. 28(1): 55-68.

. Bain BJ, Gillland DG, Horny H-P et al. (2008). Myeloid and lymphoid

neoplasms with eosinophilia and abnormalities of PDGFRA, PDGFRB,
or FGFR1. In S Swerdlow, NL Harris, H Stein, ES Jaffe, J Theile, JW. Var-
diman (Eds.), Pathology and Genetics of Tumours of Haematopoietic
and Lymphoid Tissues. World Health Organization Classification
of Tumours. Lyon, France: IARC Press: 68-73.

. Baynes RD, Flax H, Bothwell TH, McDonald TP, Atkinson TP, Chetty N et al.

(1987). Reactive thrombocytosis in pulmonary tuberculosis. J Clin Pathol.
40: 676-679.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

Bergstraesser E, Hasle H, Rogge T et al. (2007). Non-hematopoietic stem
cell transplantation treatment of juvenile myelomonocytic leukemia: a ret-
rospective analysis and definition of response criteria. Pediatr Blood Can-
cer. 49(5): 629-633.

Castleberry R, Emanuel P, Zuckerman K et al. (1994). A pilot study of isot-
retinoin in the treatment of juvenile chronic myelogenous leukemia.
N Engl J Med. 331(25): 1680-1684.

Chakraborty S, Keenportz B, Woodward S, Anderson J, Colan D. (2015).
Paraneoplastic leukemoid reaction in solid tumors. Am J Clin Oncol.
38(3): 326-330.

Chen J, DeAngelo DJ, Kutok JL, Williams IR, Lee BH, Wadleigh M et al.
(2004). PKC412 inhibits the zinc finger 198-fibroblast growth factor rece-
ptor 1 fusion tyrosine kinase and is active in treatment of stem cell myelo-
proliferative disorder. Proc Natl Acad Sci. USA. 101(40): 14479-14484.
Cogan E, Roufosse F. (2012). Clinical management of the hypereo-
sinophilic syndromes. Expert Rev Hematol. 5(3): 275-289.

David M, Cross NC, Burgstaller S, Chase A et al. (2007). Durable res-
ponses to imatinib in patients with PDGFRB fusion gene-positive and
BCR-ABL-negative chronic myeloproliferative disorders. Blood.
109(1): 61-64.

Desai N, Morkhandikar S, Sahay R, Jijina F, Patil P. (2014). Myeloprolife-
rative hypereosinophilic syndrome presenting as cardiac failure and res-
ponse to imatinib. Am J Ther. 21(2): e35-e37.

Doisaki S, Muramatsu H, Shimada A, Takahashi Y et al. (2012). Somatic
mosaicism for oncogenic NRAS mutations in juvenile myelomonocytic
leukemia. Blood. 120(7): 1485-1488.

Erben P, Gosenca D, Muller MC, Reinhard J, Score J, del Valle F et al.
(2010). Screening for diverse PDGFRA or PDGFRB fusion genes is facili-
tated by generic quantitative reverse transcriptase polymerase chain
reaction analysis. Haematologica. 95(5): 738-744.

Golub TR, Barker GF, Lovett M, Gilliland DG. (1994). Fusion of PDGF rece-
ptor beta to a novel ets-like gene, tel, in chronic myelomonocytic leuke-
mia with t(5;12) chromosomal translocation. Cell. 77(2): 307-316.

Gotlib J. (2014). World Health Organization-defined eosinophilic disor-
ders: 2014 update on diagnosis, risk stratification, and management.
Am J Hematol. 89(3): 325-337.

Gotlib J, Cools J. (2008). Five years since the discovery of FIP1L1/PDFRA:
what we have learned about the fusion and other moleculary defined
eosinophilias. Leukemia. 22: 41-52.

Gustafsson B, Hellebostad M, lfversen M, Sander B, Hasle H. (2011).
Acute respiratory failure in 3 children with juvenile myelomonocytic leuke-
mia. J Pediatr Hematol Oncol. 33(8): e363-e367.

Hasle H. (2016). Myelodysplastic and myeloproliferative disorders
of childhood. Hematology Am Soc Hematol Educ Program.
2016(1): 598-604.

Helbig G, Kyrcz-Krzemien S. (2011). Diagnostic and therapeutic manage-
ment in patients with hypereosinophilic syndromes. Pol Arch Med Wewn.
121(1-2): 44-52.

Helbig G, Moskwa A, Hus M et al. (2010). Clinical characteristics of pati-
ents with chronic eosinophilic leukaemia (CEL) harbouring FIP1L1-
PDGFRA fusion transcript — results of Polish multicentre study. Hematol
Oncol. 28(2): 93-97.

Helbig G, Stella-Holowiecka B, Majewski M, Calbecka M et al. (2008).
Asingle weekly dose of imatinib is sufficient to induce and maintain remis-
sion of chronic eosinophilic leukaemia in FIP1L1-PDGFRA-expressing
patients. Br J Haematol. 141(2): 200-204.

Hoofien A, Yarden—Bilavski H, Ashkenazi S, Chodick G, Livni G. (2018).
Leukemoid reaction in the pediatric population: etiologies, outcome,
and implications. Eur J Pediatr. 177(7): 1029—1036.

Hungund BR, Sangolli SS, Bannur HB, Malur PR et al. (2012). Blood and
bone marrow findings in tuberculosis in adults -A cross sectional study.
Al Am een J Med Sci. 5(4): 362-366.

lonescu MA, Wang L, Janin A. (2009). Hypereosinophilic syndrome and
proliferative diseases. Acta Dermatovenerol Croat. 17(4): 323-330.

Klion AD, Noel P, Akin C et al. (2003). Elevated serum tryptase levels
identify a subset of patients with a myeloproliferative variant of idiopathic
hypereosinophilic syndrome associated with tissue fibrosis, poor progno-
sis, and imatinib responsiveness. Blood. 101(12): 4660-4666.

Kubic VL, Kubic PT, Brunning RD. (2014). The morphologic and immu-
nophenotypic assessment of the lymphocytosis accompanying Bordetel-
la pertussis infection. Am J Clin Pathol. 95: 809-815.

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

29



YntamTte Hac Ha canTe: http://med-expert.com.ua

40. Kuperman A, Hoffmann Y, Glikman D et al. (2014). Severe pertussis of 110 cases. European Working Group on Myelodysplastic Syndromes

and hyperleukocytosis: is it time to change for exchange? in Childhood (EWOG-MDS). Blood. 89(10): 3534—3543.

Transfusion. 54: 1630-1633. 53. Niemeyer CM, Kang MW, Shin DH et al. (2010). Germline CBL mutations
41. LiZ,Yang R, Zhao J,Yuan R, Lu Q, Li Q, Tse W. (2011). Molecular diagno- cause developmental abnormalities and predispose to juvenile myelomo-

sis and targeted therapy of a pediatric chronic eosinophilic leukemia nocytic leukemia. Nat Genet. 42(9): 794—800.

patient carrying TPM3-PDGFRB fusion. Pediatr Blood Cancer. 54. Niemeyer CM. (2018). JMML genomics and decisions. Hematology

56(3): 463-466. Am Soc Hematol Educ Program. 2018(1): 307—312.
42. Locatelli F, Nollke P, Zecca M et al.; European Working Group on Childho-  55. Noel P, Mesa RA. (2013). Eosinophilic myeloid neoplasms. Curr Opin

od MDS; European Blood and Marrow Transplantation Group. (2005). Hematol. 20(2): 157—162.

Hematopoietic stem cell transplantation (HSCT) in children with juvenile  56. Reiter A, Gotlib J. (2017). Myeloid neoplasms with eosinophilia. Blood.

myelomonocytic leukemia (JMML): results of the ENOG-MDS/EBMT trial. 129(6): 704—714.

Blood. 105(1): 410-419. 57. Romano MJ, Weber MD, Weisse ME et al. (2004). Pertussis pneumonia,
43. Locatelli F, Niemeyer CM. (2015). How | treat juvenile myelomonocytic hypoxemia, hyperleukocytosis, and pulmonary hypertension: improve-

leukemia. Blood. 125(7): 1083-1090. ment in oxygenation after a double volume exchange transfusion. Pediat-
44. Loh ML. (2011). Recent advances in the pathogenesis and treatment rics. 114:e264—e266.

of juvenile myelomonocytic leukaemia. Br J Haematol. 152(6): 677-687.  58. Sakashita K. (2016). [Juvenile myelomonocytic leukemia (JMML):
45, Lombard EH, Mansvelt EP. (1993). Haematological changes associated recent advances in molecular pathogenesis and treatment]. Rinsho Ket-

with miliary tuberculosis of the bone marrow. Tuber Lung Dis. sueki. 57(2): 137—146.

74(2): 131-135. 59. Savage N, George Tl, Gotlib J. (2013). Myeloid neoplasms associated
46. Ma X, Li G, Cai Z, Sun W, Liu J, Zhang F. (2012). Leukemoid reaction with eosinophilia and rearrangement of PDGFRA, PDGFRB, and FGFR1:

in malignant bone tumor patients — a retrospective, single-institution areview. Int J Lab Hematol. 35(5): 491—500.

study. Eur Rev Med Pharmacol Sci. 16(14): 1895-1899. 60. Singh KJ, Ahulwalia G. Sharma SK, Saxena R, Chaudhary VP, Anant M.
47. Maccaferri M, Pierini V, Di Giacomo D, Zucchini P, Forghieri F et al. (2001). Significance of hematological manifestations in patients with tub-

(2017). The importance of cytogenetic and molecular erculosis. J Asso Physicians Ind. 49: 788—794.

analyses in eosinophilia-associated myeloproliferative neoplasms:  61. Swerdlow SH, Campo E, Harris NL et al. (2008). WHO classification

an unusual case with normal karyotype and TNIP1-PDGFRB rearrange- of tumors of haematopoietic and lymphoid tissues. Lyon, France:

ment and overview of PDGFRB partner genes. Leuk Lymphoma. IARC Press: 439.

58(2): 489-493. 62. Valent P, Gleich GJ, Reiter A etal. (2012). Pathogenesis and classification
48. Marinella MA, Burdette SD, Bedimo R, Markert RJ. (2004). Leukemoid of eosinophil disorders: a review of recent developments in the field.

reactions complicating colitis due to Clostridium difficile. South Expert Rev Hematol. 5(2): 157—176.

Med J. 97(10): 959—963. 63. Wang J, YinY, Wang X, PeiH et al. (2015). Ratio of monocytes to lymphocy-
49. Metzgeroth G, Schwaab J, Gosenca D, Fabarius A, Haferlach C, tesin peripheral blood in patients diagnosed with active tuberculosis. Braz

Hochhaus A, Cross NC, Hofmann WK, Reiter A. (2013). Long-term follow- J Infect Dis. 19(2): 125—131.

up of treatment with imatinib in eosinophilia-associated myeloid/lympho- ~ 64. Yaranal PJ, Umashankar T, Harish SG. (2013). Hematological Profile

id neoplasms with PDGFR rearrangements in blast phase. Leukemia. in Pulmonary Tuberculosis. IJHRS. 2(1): 50—55.

27(11): 2254-2256. 65. Zanardo V, Savio V, Giacomin C, Rinaldi A, Marzari F
50. Murakami N, Okuno Y, Yoshida K, Shiraishi Y, Nagae G et al. (2018). Chiarelli S. (2002). Relationship between neonatal leukemoid

Integrated molecular profiling of juvenile myelomonocytic leukemia. reaction and bronchopulmonary dysplasia in low-birth-

Blood. 131(14): 1576—1586. weight infants: a cross-sectional study. Am J Perinatol.
51. Naumann N, Schwaab J, Metzgeroth G, Jawhar M, Haferlach C et al. 19(7): 379—386.

(2015). Fusion of PDGFRB to MPRIP, CPSF6, and GOLGB1 in three pati-  66. Zhang XY, Liu TF, Li CW, Li QH, Zhu XF. (2018). [Pediatric

ents with eosinophilia-associated myeloproliferative neoplasms. myeloid neoplasms associated with eosinophilia and platelet-

Genes Chromosomes Cancer. 54(12): 762-770. derived growth factor receptor beta gene rearrangement:
52. Niemeyer CM, Arico M, Basso G, Biondi A, Cantu Rajnoldi A et al. (1997). a case report and literature review]. Zhonghua Er Ke Za Zhi.

Chronic myelomonocytic leukemia in childhood: a retrospective analysis 56(1): 34—38.

Bizomocri npo aBTOpiB:

JDopow Onbra IropisHa — K.Mef.H., likap-remaTtonor AUTAYUii BindiNeHHs remMartosorii Ta iHTEHCUBHOI XiMioTepanii Ta BiAAiNeHHs KOHCYILTaTMBHOI nonikniHiku, KHI JTbBiBCbKOi 06nacHOi paan
«3axigHOYKpaiHCbKUIA cneujani3oBaHuin AUTSYMIA MeanydHUin LeHTp». Anpeca: M. J1beis, Byn. [iHictepcbka, 27. orcid.org/0000-0002-5919-9371

Ayaaw Metpo Mocunosny — nikap-natonoroaHaTom auTA4NiA, 3as. auTadoi naboparopii, K3 Jlbeigcbkoi o6nacHoi pagy «/1beiBCbke 06nacHe NaTonoroaHaToMiuHe 610po».

Anpeca: m. JIbBiB, Byn. Mekapcbka, 52. https://orcid.org/0000-0003-2503-789X

Cesaro Simone — a.mef.H., npod., aupekTop LieHTpy AnTsHoi oHKoremaTonorii YHiBepcuTeTchkoi kiiHiku Beponu. Agpeca: Piazzale Aristide Stefani 1, 37126, Bepona, ITanis.
https://orcid.org/0000-0002-8698-9547

MeTpoHyak OpecTt ATaHacoBuy — Jiikap-natonoroaHatom, K3 JIbBiBcbkoi 061acHoi paam «J1bBiBCbke 06nacHe natosoroaHatoMidHe 6topo»; TOB «3axigHoykpaiHcbka rictonoriyHa naboparopis».
Anpeca: M. J1bBiB, Byn. Mekapcbka, 52. https://orcid.org/0000-0001-7703-3036

l'yneii Poman Bonoaumuposuy — nikap-nartonoroasatom, avpektop TOB «3axigHoykpaiHcbka rictonoriyHa nabopatopisi». Agpeca: M J1bsi, Byn. lepois YA, 77, kopnyc 38.
https://orcid.org/0000-0002-7503-5027.

Jlura Onbra BonoaumupisHa — nikap-nynbMOHONOr ANTSYMIA BiAAINEHHs nepjaTpii Ta BiAAineHHs KoHcynstaTueHoi nonikniiku KHM JlbeiBcbkoi o6nacHoi papu «3axiaHoykpaiHCbKuii
crevwjaniaoBaHWii AUTSYNI MeaUYHNIA LEHTP», acUCTEHT Kad. neaiatpii Jibiscbkoro HMY imeHi [ Ffanuubkoro. Agpeca: M. J1bgis, Byn. [Hictepcbka, 27. https://orcid.org/0000-0003-4945-6992
Menbko IpuHa lMeTtpiBHa — nikap-paionor BifaineHHs npomeresoi aiarHoctvkn KHIM J1bBiBcbKOi 061aCHOT pagy «3axifAHOYKPaiHCKMIA Crieuiani3oBaHunin ANTAYUn MEANYHUA LEHTP»;

LienTp MeauyHux iHoBauii <NOVO». Agpeca: M. J1bBiB, Byn. Munvna Opnwka, 4. hitps://orcid.org/ 0000-0001-6836-9849

[ApoGuetko Jlapuca KupunisHa — nikap-pazionor, 3aB. BiagineHHs npomeHesoi giarHoctuku KHIT JlbeiBcbkoi 06nacHoi paa «3axigHoykpaiHCbKuil CrieLiani3oBaHnii AUTSHNIA MEAUYHWI LEHTP>.
Anpeca: m. JIbBiB, Byn. [lHicTepcbka, 27. https://orcid.org/0000-0003-4964-1215

Bypak TetaHa BonoaumupiBHa — nikap-kapaionor AuTsymnin BinaineHHs dyHkuioHanbHoi giarHocTukm KHI JTbBiBCbKOi 06nacHOT paay «3axiaHOYKPaiHCbKUA cneujani3oBaHuin AUTSYniAi MeanYHUin
ueHTp». Agpeca: m. JIbiB, By/l. IHicTepcbka, 27. hitps://orcid.org/0000-0001-9679-9918

OyepeTHa OkcaHa MuxaiinisHa — nikap-kapaiosor AMTAYNA NeaiaTPUYHOro BiaaiNeHHs, fikap GpyHKLiOHaNbHOI AlarHOCTVKM BinaineHHs yHKuioHansHoi aiarHocTukm KHIM JIbBiBCbKOi 061acHOT
paav «3axifHoyKpaiHCbKWiA CneLiani3oBaHunin AUTSHYUIA MeAVYHUI LeHTp». Aopeca: M. J1bBiB, Byn. JHictepcbka, 27. https://orcid.org/0000-0002-9086-7649

Mux Ana Mukonaiha — nikap-uuTtonor kniiyHoi nabopatopii K3 JibeiBcbkoi 06nacHoi paay «3axigHoOyKpaiHCbKUi crewjani3oBaHuil AUTSHNA MEAUYHUIA LEHTP»;

Mepaununuii uenTp CesToi Mapackesu. Anpeca: M. JTbBiB, Byn. [iHicTepcbka, 27. https://orcid.org/0000-0002-2720-8480

Cepepauu Jlina NeTpiBHa — nikap-untonor kniHivHoi naéopatopii K3 JIbeiBCcbkoi 061acHOi paau «3axigHoykpaiHCbKuin crnewianisoBaHnii AUTSUNA MeANYHWIA LLEHTP».

Anpeca: m. JIbBiB, By/. [JHicTepcbka, 27; rofloBHuMiA fikap, neaiatp MpueaTHOro MeanM4HoOro LeHTpy «MiwilonikniHika». https://orcid.org/0000-0002-2586-2518

PomanuwmH Boraax CBAaTOCNaBoBUY — fiKap-Xipypr AUTAYMIA BiLLINEHHS Xipyprii Ta BiAAineHHs KOHCYnbTaTnBHOI nonikaiHiku KHIM JIbBiBCbKOi 06n1acHoi paay «3axifgHoyKpaiHChbKuii
cnevjaniaoBaHWii AUTSYWIA MeauyHniA LeHTp». Anpeca: M. JTbsiB, Byn. [IHicTepcbka, 27.https://orcid.org/0000-0001-9408-0926

3axapycb Map'an BorgaHoBuy — nikap-xipypr AUTS4MiA XipypriyHOro BiaAiNeHHs Ta koHcynbTatTveHoi nonikninikvn KHIM JlbBiBCbKOi 06nacHoi paan «3axinHoykpaiHChbkuii cneviiani3oBaHmit
AVTSYNIA MeanyHuiA LeHTp». Appeca: M. JIbi, Byn. [IHicTepcbka, 27. https://orcid.org/0000-0002-2949-5305.

CrartTs Hapiiiluna ao pepakuii 07.04.2019 p., npuitHata go apyky 04.08.2019 p.

30 ISSN 2663-7553 Cyuacua nexiatpis. Yxpaina 5(101)/2019



