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Bunapgok igionarnuHoro rinepeo3nHo}inbHOro cMHAPOMY
Yy AUTUHMK: TPyAHoOLWi andepeHuianbHOI AiarHoOCTUKM

Pe3iome

Y CcTaTTi BUCBITAEHO NATOreHe3 e03MHODIABHOTO CUHAPOMY, BIAMIHHOCTI NEPBUHHOT TQ BTOPUHHOI €03MHO-
PIAil, OCHOBHI MPWYMHW, B TOMY YUCAI FeHETUYHI MyTOLLi, LLLO ACOLIOOTLCS 3 TiNepeo3nHOPIAIEtD. KAQCUYHUM
KAIHIYHMM NP OSIBOM rinepeo3nHOMIABHOrO CUHAPOMY € iAIONATUYHUM rinepeo3nHOdIAbHIM cuHaPOM (TEC). Ha
npukaaai NTEC y AUTUHWM PO3IASIHYTO OCHOBHI CUHAPOMM | YCKAQAHEHHS], 3yMOBAESHI €03MHOMIAIEIO, MUTAHHS
AdEepeHUIaAbHOT AIArHOCTUKM T OCHOBHI HAMPSIMU AIKYBAHHS. Y BUCHOBKY HOFOAOLLYETLCS], WO NEC € MyAbTU-
AVCUMNAIHOPHOIO MPOBAEMOIO | MOXKE 3ALKABUTU AIKOPIB 6AraTbOX CNELiAAbHOCTEN.

KAIO4OBi CAOBQ: TiNepeO3nHOPIABHUIN CUHAPOM, AITU, AIOTHOCTUKA, BIOACTIYHA Tepanist

Eo3nHObIAiS — Le 36iAbLLEHHST BIAHOCHOI T OBCOAKOTHOI KIABKOCTI
€031HOOIAIB B NepundepuryHin KpoBsi =2500/MKA [21, 18]. TshkKICTb €031HO-
PIAil OLJHIOETBCST 3AAEXKHO BiA AOCOAKOTHOI KIABKOCTI €03MHOIAIB, LLIO
LIMPKYAIOKOTb B KPOB' SIHOMY PYCAI:

o AETKA e03MHOIAISI — 400-1500/MKA;

o cepeAHbOI TsHKKOCTI — 1500-5000/MKA;

o TDKKA — BinbLue 5000/MKA [3].

Y oci6 6e3 e031HODIAIT MPOLEHTHMIN BMICT €03MHOdIAIB CTOHOBWTL
MeHLLE 5%, aAe HOSIBHICTb €03MHOGIAIT HE MOYKe YTV BUBHAYEHA AULLIE
HO OCHOBI MOKABHMKA €03MHOIAIB Y BIACOTKAX, OAXKE LIEN BIACOTOK €
BIAHOCHUM YMCAOM, LLO 3MIHIOETLCSI 3OAEXHO BiA 3AraAbHOIO YNCAQ
AEVNKOLMTIB | BIAHOCHOTO MPOLLEHTHOTO BMICTY iHLLIMX A€MKOUMTIB (HOMpu-
KAQA, HENTPODIAIB, AIMPOLIMTIB).

inepeo3nHOIAIT KPOBI HE 3ABXKAN KOPENOE 3 TKAHUHHOK €03MHO-
PINIEIO | MOXKE MPOSIBASITCS TIABKI €03NHODIAIEO B MepUdEepnYHI KPOBI
aB0O MOEAHAHHSIM €03UMHODIAIT B KPOBI TOl €03MHOPIABHOK TKOHMHHOKO
iHPIABTPALEID, ABO TIAbKM EO3MHODIABHOKO TKOHMHHOKO IHPIABTPALLETO.

MeXxaHi3Mm PO3BUTIKY €03MHODIAIN Pi3Hi. HaMGIAbLL BODKAVBI i3 HUX:

* BYICOKWM PIBEHb B KPOBI IHTEPAENKIHY-5;

o QHTUTIAO3AAEXKHUIN XEMOTOKCUC €03MHODINIB, 3yMOBAEHUM rinepn-
poaykuieto IgE Ta IgG (cnoctepiraeTbCsl NEPEBAKHO MPW MAPO-
3UTAPHKX IHBAIBISIX);

* IMYHHUI MEXAHI3M 3 rineprnpoAyKLuieto IQE (po3BMBAETLCS MpU
QAEPriYHIM peaKLLi HEeramHoro Tmny);

* MiNEePNPOAYKLISI XEMOTAKCUYHOTO €03MHOPIABHOTO GAKTOPA (MPW
AESKNX MYXAUHAX);

* MYXAVMHHA MPOAIbEepPALs, TATOMOPHOACTYHM CYOCTPATOM SIKOI
€ e03MHODIAM (MPK €03MHODIABHIN AeMKEMIi Ta MIEAOMPOAIDEPO-
TVBHMX 30XBOPIOBAHHSIX).

3 yCix NepepaxoBAHNX MEXAHI3MIB 3AraAbHUM AAS BCIX KAIHIY-

HUX GOpPM — NepLnii (BUCOKUIN PIBEHb B KPOBI IHTEPAENKIHY-5), WO
€ QAKTOPOM POCTY | AMPEPEHLLIIOBAHHS B-AiMdoumTiB | €031HOIAIB,

a TAOKOX CTUMYAKOE cuHTE3 IgA. Bupobasetscsa T-Aimbouutamm-
XeAnepamm 2-ro Tmny.

FinepeosnHodiAia Mae BGAratoOCTOPOHHIN BAAMB HO MAKPOOPIO-
Hi3M. EO3MHO®IAM — Lie AXKEPEAO HUBKM LIMTOKIHIB, AESIKi 3 HUX BepyTb
YYOCTb Y MIATPUML] FOMEOCTASY, iHLLI BUKOHYIOTb MPO3ANAAbHY GYHKLHO.
Eo3nHodiAm cekpeTytoTb TPAHCHOPMYIOUMM GAKTOP POCTY, iX KIAbKICTb
PIi3KO 3POCTAE MO KPASIX PAHU, LLO ACE MIACTOBU CTBEPAXKYBATH,
O BOHM BepyTb Y4OACTb Y MPOLECi 3aro€HHs PAH. B AQHMM yac
iICHYE TOUKA 30PY MPO TE, WO €03MHOMIAM TAKOX 6EPYTh YHACTb Y PO3-
BUTKY PEAKLLiM, 3yMOBAEHMX T-AIMGOLIMTAMM. BOHM CMOBIABHIOKOTL MPO-
rPECYBAHHST COAIAHMX MYXAUH LLUASIXOM LIMTOTOKCUYHOI Al HO KAITWHK
MYXAVHW. EO3MHO®IAN B PSIAI BUNAAKIB MOXKYTb OYTU TOUTEOM TSHKKNX
MOLLKOAKEHb TKAHWH.

Finepeo3nHOIAbHUIA CUHAPOM BM3HAYAETHCS FK MOMIPHA A60
TSHKKA €031HODIAIST (TOBTO =1500 KAITUH B MKA) 3 O3HOKAMM YOODKEHHS]
OPraHiB BHACAIAOK MEPBUHHMX (FEMATOAOTHHIX) A60 BTOPUHHIX (PEOK-
TUBHKX) MPUYMH [9, 20, 22]. KOHCTUTYLLIOHOABHI | BDOAYKEHI CiIMENHI €031
HO®IAIT CMOCTEPIratOTLCST IHOAI Y MPAKTUYHO 3A0POBUX AITEN.

laionaTyHmi rinepeo3nHOdiAbHNIN CHAPOM (TEC) — piaKkicHMIN CTOH
HeBiAOMOI eTioAoTil, BnepLue onncanniny 1968 poui Hardy ta Anderson
[71.Y 1975 poui Chusid TQ CMIBABTOPU BUAIAVAK TP XOPAKTEPHI AAS LIbOTO
CUHAPOMY O3HOKM:

1) nepcucTyoda eo3nHodiAiS neprdeprnyHoOi KpoBi GiabLue 1500
KAITUH/MKA (060 BinbLLe 37% Bip 3QraAbHOI KIABKOCTI BCIX AENKOUMTIB), LLIO
36epIraeTbCsl He MeHLLIE 6 MICSILLB;

2) BIACYTHICTb BIAOMUX MPUYNH €03NHOIAIT, HE3BOKAIKOUM HOl KOMI-
AEKCHE OBCTEEHHSI;

3) 3MiHK OpPraHiB a6 ix GyHKLLM, MOB’g13AHI 3 €03MHODIAIELO [5].

Yacriwe MEC 3ycTtpivaeTbes y ocib ctaplue 30 pokiB, QA Y AiTen Lien
CUHAPOM TAKOYK MAE MicLe. XAOMYMKM XBOPItOTb Y 4 a3 YaCTile 3a
AIBYAT. Y aiten [EC MO)e aCOoLitoBATUCS 3 ToUCOMIED 8-1 abo 21-i xpo-
Mocomu [12].
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KAiHIYHI NposiBM PIBHOMOHITHI, 30XBOPIOBAHHST MOXKE MATU SIK 6e3-
CUMMATOMHUIN NEPEBIr, TOK i 3 YPOIKEHHSM KIABKOX OPrOHIB, B TOMY YACAI
LUKiIpY (KPOMUBSIHKA, QHFNIOHEBPOTUYHNIN HOBPSIK, EPUTEMATO3HI MAMYAN
abo BY3AMKMK, BUPA3KM CAMIOBOI OBOAOHKIM), cepus (PibponAacTmny-
HUN EHAOKOPANT, YPOXKEHHS KAQMOHIB, MPUCTIHKOBUI TOOMBO3, KOPAI-
OMIoNATid, MiABALLEHWIM PIBEHB TPOMOHIHY), HEPBOBOI CUCTEMM (CEHCO-
MOTOPHA MOAIHEMPOMNATIS, MOHOHEBPMUT, iI30AbOBOHWIM BACKYAIT LIEH-
TPAAbBHOI HepBoBoi cuctemn (LUHC), HeBput 30poBOro Hepsaq,
FTOCTPUM MOMEPEYHUIN MIENIT), AereHb (AereHeBi IHDIABTPATU, MAEBPOAbL-
HUM BUMIT), LUAYHKOBO-KULLKOBOI CUCTEMU (FEMATOCMAEHOMETAAIS,
FACTPOEHTEPUT, CKAEPO3YIOUMIA XOAQHTIT), KPOBOTBOPHOI CUCTEMU
(upToneHis, $iIBPO3 KICTKOBOrO MO3KY) i HUPOK (TPOMBOTUYHA MIKPO-
anrionaris) [10, 11, 15, 24].

AndepeHUIaAbHA AIQrHOCTUKA iAIONATUYHOTO €03MHOPIABHOTO
CUHAPOMY MPOBOAUTLCS i3 BTOPUHHOKO TA KAOHOABHOK €03MHODIAIELO.

BropuHHA (peaKTBHA) €03MHOMIAIS - LIE LIMTOKIH-ONMOCEepeAKOBOHI
PEAKTVBHUA GEHOMEH, 3YMOBAEHWM MNEPMPOAYKLUIEKD IHTEPAENKIHY-5
(IL-5). Y BCbOMY CBITi TOPA3UTAPHI 3AXBOPIOBAHHST € HAMBIABLLL MOLIMPE-
HOMO MPUYMHOKO PO3BUTKY BTOPUHHOI €03MHOMIAIL, TOAI SIK Y PO3BUHEHKX
KPQIHOX B OCHOBI if pO3BUTKY MPOBIAHY POAb BIAIMPAKOTb AAEPIYHI 3OXBO-
PIOBAHHST [19].

AO IHLIMX NPWYMH BTOPWHHOT €03MHOMIAIT HOAEXKATh: AETEHEBO €031
HodIAis (CUHAPOM AedAepa, CUHAPOM Hapaxa—CTpoca, anepriyHnn
BPOHXOAErEHEBUM ACMEPTIAbO3, €03NHODIALHI MHEBMOHIT); AUDY3HI
30XBOPKOBAHHST CMIOAYYHOI TKAHUHK (CKAEPOAEPMIS], BY3AMKOBUM MOAI-
ApTEeRIiT); LWKiPHI 3AXBOPIOBAHHS (repneTMdOpMHUN AEPMATUT, TOKCK-
KOAEPMISl, QHMIOHEBPOTUYHNIN HOBPSIK, NEMIryC); rACTPOIHTECTUHAAbLHI
MOPYLUEHHS! (€03MHODIAbHNM FACTPOEHTEPUT, BUDOAZKOBUIN KOAIT, XBOPO-
6a KpoHQ); reMaTOAOriyHi 3aXBOPIOBAHHST (AIMGOrPAHYAEMATO3, CTAH
nicAs cnaeHekToMii, aHemis QAaHKOHI, TPOMBOLIMTONEHIS 3 BIACYTHICTIO
npomMeHeBoi KICTkK (TAR-CUHAPOM), CUHAPOM KOCTMOHQ, CiMENHWM
reModaroLUTaPHUNA CUHAPOM); IMyHOMATOAOTYHI MOPYLLEHHS (CUHAPO-
M1 OMEH, AXKoB66a); eHAOKPMHONATIT (XBOPOBa AAAICOHA, AediumT
GaKTOPY POCTY TOLLO); MEANKAMEHTO3HA €03MHODIAIS; CIMENHA €031~
HO®IAIS; 3MILLAHA rPYNA NATOAOTYHMX CTOHIB (CAPKOIAO3, TMMOMQ,
METACTATNYHA XBOPOOA, LMPO3 MEYIHKM, XPOHIYHA HUPKOBO XBOPOOA,
CUHAPOM [yanacuepa).

KAOHAABHA €031HOPIAIS. PsiA reMOTOAOTUHX MYXAVH MOXYTb CYMPO-
BOAYKYBATUCST €03NHODIAIEIO, MPU FIKiN €03NHODIAM € YOCTUHOO HEO-
MAQCTUYHOIO KAOHY; TAK/M YYHOM, €03MHODIAIS € MEPBUHHOIO Y ACHMX
BUMOAKAX. KAOHOABHY €03MHO®IAIKD CAiA 3aMIAO3PUTU Y MALLEHTIB 3
HEYTOYHEHOIO i30AbOBAHOK €03NHODIAIEID, SIKA MOXKE AICOLLIKOBATUCS 3
FOCTPOK AENKEMIEID, XPOHIYHUM MIEAOMOHOLIUTOPHUM AEMKO30M 3
€03HODIAIEIO ABO ATUMOBMUM XPOHIHYHM MIEAOAENKO30M 3 E03MHOIAI-
€10. AAS1 BUKAKOYEHHST KAOHOABHOI €03MHOIAIT BUKOPUCTOBYIOTLCS iMY-
HOGMEHOTUNYBAHHSI, LIUTOTEHETUYHE TA MOAEKYASIPHO-TEHETUYHE AOCAI-
AXKEHHS KICTKOBOrO MO3KY.

HenAQCTUYHI PO3ACAM CAIA POIMIACTI Y TAKVX XBORVIX 3 TOUKW 30PY
NMOPYLLEHHS! peryasLji peLientopis reHis JAK2VS" (aHyc-KiHa3m), KITP81V
(TMPO3UMHKIHO3M) A6 NeperpynyBaHH PDGFRA (peuentop Tpoméoupm-
TAPHOro ¢akTopa PocTy, aabda-noAinentma), PDGFRB (peuentop
TPOMBOUUTAPHOro $aKTopa POCTy, 6eTa-noAinentna) ado FGFR1
(peuentop dakTopa pocTy dibpodbaacTis-1), PCM1-JAK2i pialie - BCR-
JAK2, ETV6-JAK2, ETV6-ABL1T abo ETV6-FLT3. LlikoBo, WO NOPYLLIEHHS
peryAsiLi peuenTopiB reHy sHyC-KiHA3K TAKOXK ACOLLKOETLCS 3 MNepKoa-
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MYASILIIHM CUHADPOMOM, LLLO CYMPOBOAXKYE IAIONATUYHNI MNEPE03NHO-
PiAbHUM cUHAPOM [1, 2, 13, 23].

IHOAI TOCTPUN MIEACIAHNM AEMKO3, MOBSI3AHNM 3 TOAHCAOKALJEIO
1(8;21) (922; g22.1) abo iHBepcieo iINV(16) (013.1022), CYNPOBOAXKYETb-
C$1 BUPOYKEHO NepUPEPUNIHOKO €03NHODIAIEIO KPOBI.

HiarHoctuka

Y BCiX BUNOAKQOX €03MHODIAIT AQBOPATOPHA AIArHOCTUKA MAE BKAKD-
YATU PO3FOPHYTUM AHAAI3 KPOBI 3 BUSHOYEHHSIM LUBUAKOCTI OCIAQHHS
epurpouptia (LLIOE) T MO30OK KPOBI, BIOXIMIYHIM QHAAI3 KPOBI, Y TOMY
YUCAI MEYIHKOBI TOl HNPKOBI MPOBK, BUSHAYEHHS PIBHSI AOKTATAETAPOTE-
Ha3K, C-PeaKTMBHOrO GIAKQ, BITAMIHY B,

W MiAO3PI HO AAEPTIYHY ETIOAOTIKO €03MHOMIAIT BU3HAYAKOTL PIBEHL
CUPOBATKOBOIO 30raAbHOIO iIMyHOTAOBYAIHY E (IgE), MpoBOASTTL OAEpreH-
cneumdiyHi IgE-TecT, WKipHI NpiK-TeCT.

AAST AIQTHOCTUKN HEAAEPTIHHNX AEPMATOAOTIYHUX 3AXBOPKOBAHb
(HAMPWVIKAQA, MPWY CUCTEMHOMY MACTOLIMTO3i) MPOBOAUTLCS Bioncis
LKipw.

Y pasi Miao3pr Ha IHOEKUIMHY MPUYMHY AAST BAKAKOYEHHS MApPA3n-
TAPHWX IHBASIN BUKOPUCTOBYETHCSI MIKPOCKOMist KAAY HO HOSIBHICTb SIELIb,
LMCT T GPArMEHTIB MAPA3NTIB, BUSHAYEHHST CEPOAOTYHNX MAPKEPIB
FeAbMIHTO3iB. Y KOXXHOMY OKPEMOMY BUMAAKY PO3MASIACETECST HEOOXIA-
HICTb TECTYBQHHS1 HA BiPYC iMyHOAEDILMTY AtoAMHM (BIA) 60 AimdoTpon-
HWM BIPYC AtOAMHM 1-TO Tiny (HTLV-1) y naLjieHTiB 3 IMOBIDHVMM OMOPTY-
HICTUYHMM IHDEKLLISIMM, CEPOAOTIHHA AIOTHOCTUKA BiPYCHOTO remnatm-
Ty B (HBV), BipycHoro renartury C (HCV), umtomeranosipycy (LIMB)
i napsosipycy B19.

LA AIGTHOCTUKM YPOKEHD LLAYHKOBO-KLLIKOBOTO TPOKTY MPOBOASITL
EHAOCKOMItO, BIONCitO CAM3OBOI OBOAOHKM KULLKK, PAAIOAOTYHE AOCAI-
LAVKEHHS OPTOHIB YEPEBHOI MOPOXHNHI, BU3HAYEHHST PIBHS CUPOBATKOBOI
AMIAQ3W, QHTUTIA AO TKAHWUHHOI TPOHCTIAYTAMIHO3M (CEPOAOTIYHA AlC-
THOCTUKA LIEAIQKID). Y AESIKMX MALLEHTIB MPOBOAUTLCS BioNCist NeYiHKN.

AN BAKAKOYEHHST ANDY3HNX 3AXBOPKOBAHD CMOAYYHO! TKOHMHK PEKO-
MEHAYETHCS BUSIBAEHHSI OHTUHYKAEQPHMX QHTUTIA, QHTUTIA AO ABOCTII-
PAAbHOI AHK, QHTUHENTPODIABHMX LIMTONAQBMATUYHMX AHTUTIA (AHLLA),
QHTUTIA AO LIMKAIMHOTO LIUTPYAIHOBAHOIO NEMTUAY.

A1 AIQTHOCTUKM YPODKEHHST AUXOABHIX LUASIXIB MOOBOAST PEHTTE-
Horpagdito abo komn'toTepHy ToMmorpadito (KT) OpraHis rpyAHOT MOPOX-
HWHW, BPOHXOCKOMIO 3 AOCAIAXKEHHSIM MATERIAAY BPOHXOQABBEOASID-
HOrO AQBOXKY, EHAOBPOHXIOABHY YABTPACOHOrPADIK0, GYHKLLIOHAABHI
AEreHesi Tecu.

3 METOHO BUKAKOYEHHST YPOXKEHHST CEPLISI BUKOPUCTOBYHOTh EXOKAP-
Aiorpadito 3 BisyaaisaLieto KAAQNAHIB, eAekTpokapaiorpadito (EKD),
B/3HAYEHHS1 KOHLLEHTPALLi KAPAIGABHOTO TPOMOHIHY Ty CUPOBATLL KOOBI.

Mpw NiA03RI HO €03MHODIAIKD 3 HEEO3NHODIABHMM KAOHOABHUMM
MOPYLLEHHSIMU (CONIAHO MYXAVHA, AIMOMMPOAIDEPATUBHE 30XBOPIO-
BAHHS1 060 AiMdoumTapHMin BapiaHT MEC) nposoasite KT a0 MArHiTHo-
pe30HAHCHY ToMorpadito (MPT) Ta GionCito YPaXKEHWX TKOHWH, BU3HO-
YeHHs1 piBHS T-AIMPOoLMTIB Y NeprdepnyHiIn KPOBI, iMyHOGEHOTVMYBAHHS
i AOCAIAYKEHHS MEepErpynyBAHHSI FEHA PeLEnTopa T-KAITUH.

30 HOSIBHOCTI O3HAK YPOYKEHHST HEPBOBOI CUCTEMM MPOBOAMTLCS
HEBPOAOTIYHE OBOCTEXEHHS, WO BKAIOYAE eAeKTpOoeHUedbAAorpa-
dit0, AOCAIAXKEHHST O4YHOTO AHO, HEPBOBOI MPOBIAHOCTI, PAAIOACTIYHE
AOCAIAXKEHHS TOAOBHOTO MO3KY.
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JlikyBaHHs

NIKyBAABHO TOKTVKQA MPW IAIOMATUYHOMY MiNepeo3nHOMGIABHOMY CUH-
APOMI MOASITAE Y MPUBHAYEHHI IAFOKOKORTUKOCTEPOIAIB (MPOEAHI3OACH,
METUAMPEAHIBOACOH) Y CEPEAHIX AO3OX. [ANOKOKOPTUKOIAM EDEKTUBHI AN
3MEHLLIEHHST KIABIKOCTI €03VHOMIAIB. BOHM MPUrHIHYIOTb TOOHCKPUMLIKO FEHIB,
O KOAYHOTb 3QMAAbHI MEAIQTOPW, BKAKOHAKOUM IHTEPAEWKIHL-3, -4, -5
i FPOHYAOLIMTAPHO-MAKPOPArAAbHUI KOAOHIECTUMYAKOIOUMM GAKTOP,
QA TAKOXK PI3Hi BUAM XEMOKIHIB, LIMTOKIHO3AAEKHE «BUXKMBAHHST €031MHODI-
AiB, CTUMYAKOKOUM EAIMIHOLKO KAITVH LLASIXOM QMOMTO3Y, OMUHOKOHM HEKPO3
i BUKIA, BIOAOTYHO QKTVBHUX PEYOBUH Y TKAHWHM [3, 21]. Y GIABLLOCTI MalLy-
EHTIB, SIKUM MPUBHAYEHO CUCTEMHI AB0 AOKOABHI AHOKOKOPTUKOIAN (TKC),
HOCTQE LLBUAKE 3MEHLLIEHHS! KIABKOCTI €03MHO®IAIB, MPOTE IHOA] CrioCTe-
PIrOETLCS1 PE3UCTEHTHICTb, LLIO CYMPOBOAXKYETLCS MIABULLLEHHSIM PIBHSI
€03MHODIAIB, HE3BAXKAKOUM HO 3ACTOCYBOHHST BUCOKMX AO3 ACHUX Mpe-
napari. MexaHi3mM pe3nCTEHTHOCTI AO MIOKOKOPTUKOIAIB HO AQHWIN YOC
HE3PO3yMIAMK. TPK HX3BKIN TEPANEBTNYHIN edeKTMBHOCTI TKC, pramnkax
BUPOKEHNX MOBIYHMX ePeKTiB ABO MOAIOPIOHHOMY YPODKEHHI PEKOMEH-
AOBOHO 30CTOCYBAHHST IMATUHIBY, iIMyHOMOAYAOIOUMX MpEnapaTiB (IHTep-
GepPOoH-aAbDA, KN NPUTHIYYE ASTPAHYASILKO | edeKTOpHY GYHKLO
€031NHODIAIB, OCKIABKI BAOKYE TPAHCKPUMLKO BEAMKOI KIABKOCTI €031HO-
PIABHOAKTUBHUX LIMTOKIHIB — IL-5, GM-CSF), MienocynpecuBHa Tepanis
(riAPOKCICEYOBNHA, LIMKAOCTIOPUH A, Q3ATIONPUH) 060 30CTOCYBAHHS
MOHOKAOHOABHUX QHTUTIA, TAKWX SIK IHMIBITOPU IHTEPAENKIHY-5 (MEMOAI3Y-
Ma6), BAOKATOPK peLenTopis IA-5 (pecAisymad, 6EHPAAIZYyMAD), NpoTe
BUKOPWCTAHHS BIOACTIYHOI Tepanii Mae ByTn Ay»ke BUBODKEHUM [4, 8, 16,
17, 18]. 3a BIACYTHOCTI OPraOHHOIO YPOKEHHS crieumdiuHa Teparnis He
MOKOI3AHA, PEKOMEHAYETHCS CMOCTEPEKEHHS XBOPOTO.

| AlonaTNYHUI MNEePEO03NHODIABHN CUHAPOM Y AUTSIMIM MPOKTULL —LIe
AYKE PIAKICHWM CTOH, SIKMIA BUMArQE Bip, AIKQPS MIABULLLEHOT yBATN, 3AAY-
YEHHS1 CYMDKHIX CMIELIAAICTIB | IPUMHATTS IHOAI CKAOAHWX PILLEHb.

Kniniyumit BUNnapgok

MaujeHtka A., 5 pokis, MOCTYMMAQ B MEAIQTPNYHE BIAAIAEHHS 3 MIAO-
3P0 HA IAIONATUYHUM MINEPEO3NMHODIABHIN CUHAPOM. oK MOCTYNAEH-
Hi BIAMIYOAMCS CKOPI HO BOAOTUM KOLLEAB, YOCTILLIE MICASI CHY, HEBUCO-
Ky Cy6dhebpUABHY TEMNEPATYPY TIAQ B APYTI MOAOBWHI AHSI, 30IABLLEHHST
B 06’ EMI XXMBOTA, MASIBICTb, 3MiHM B reMorpami: A0 50% eo3nHOdIAIB Mpn
MOMIPHOMY AEMKOLMTOSI.

AHQMHE3 XUTTS. ANTUHA HOPOAMAOCS Bia |l BAMTHOCTI, WO MAAQ
HOPMAABHWN NEPEOBIT, |l TepMIHOBMX MOAOTIB 3 MACOIO TIAG 3200 T, AOBXM-
Hoto 50 cMm. [pyAHE BUrOAOBYBAHHS — AO 1 MicsiLISl. B mTOAOroBomMy ©yANH-
Ky MPOBEAEHO LenAeHHs BLDK. HOAQAI — LLenAeHHS 3a KOAEHAQPEM.
Mpo6a MaHTy 3 2 TO, WO BUKOHAHA 30 MICSILIb AO MOCTYMNAEHHS], — HEera-
TMBHA. HaO 1-My pOLL KMUTTS1 POCAQ TA PO3BUBAACCS! BIAMOBIAHO BiKY.
Y 3-piyHOMY BiLi — ALETOHEMIYHNM CUHAPOM MPW MOPYLUEHHI AIETU.
3 4-pi4HOro BiKy XBOPIE HA TOCTPUIM BPOHXIT 1 PA3 HA PiK. Y 3 pokm nepe-
HECAQ BITPSIHY BiCny.

AHOMHE3 3AXBOPIOBAHHS. AUTUHA 30XBOPIAC OAVH PIK TOMY, KOAM
3'SIBUANCSI CKAPTM HO 30AMLLKY, KOLLIEAL. OTASIHYTA MEAIQTPOM, SIKUM OYB
BCTOHOBAEHWIN AIQrHO3: OBCTPYKTMBHUM OPOHXIT. AiKkyBOAQCH OMOYAQ-
TOPHO. B 3aranbHOMY aHAAI3I KpoBi: AekoumT — 18x10%/A, e03nHObIAM
—40%, WOE - 18 mm/roa. Moy 06CTEXEHHI BUSIBAEHI MO3UTUBHI QHTUTIAQ
AO TOKCOKQaPIB—1,67. OTPUMYBAAQ AilyBOHHST: AAbOEHAC30A 400 Mr 1 pa3
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HA AOBY NPOTIrom 12 AHiB. [y KOHTPOABHOMY OBCTENKEHHI B reMOorpa-
Mi 36epiraamcst AemkoumTos — 16,3x10%/A, eo3nHodIAis — 53%, NpUcKo-
peHHs LLOE - 32 mm/roa, MceBaOTYOEpPKYAbO3 TA IEPCUHIO3 METOAOM
PIrA He BUsIBAEHI. ANTUHA KOHCYABTOBAHA IHOEKLIOHICTOM: AQHMX 301
NAPA3NTARHY IHOEKLjO HEMAE.

Yepes 2 MicsiLi AUTUHO OOCTEXEHA Y TEMATOAOTYHOMY BIAAIAEHHI
OBAACHOI AIKQPHI. [poBEAEHA KICTKOBO-MO3KOBA MYHKLISI, Y MIEAOTDAMI:
6nactn — 0,6%, eosnHodiAn — 38,4%, NpenapaT rnepLEeAASIOHI 3a
PAXYHOK BUCOKOTO BMICTYy €03MHOMDIAIB, MEPEBAKHO 3PIAMX, 6€3 O3HAK
atnii. MiABULLEHNA BMICT MOHOLIMTIB TO ©6A30MIAIB. Y MIEACIAHMX NAPO-
CTKOX BIABHAYOETLCS 3GIAbLLIEHHST IHAEKCY AO3PIBAHHST HENTPODIAIB AO
1.18 (npw Hopmi 0,6-0,8) 30 PAXYHOK 3HVKEHOTO BMICTY 3PIAMX HOPM.
MerakapioumTapHMIA MOPOCTOK MOMIPHO 3BY)KEHUN. ANCMNOE3 HE BUPO-
SKEHNI, reMObAroLmTO3 HE BUSIBAEHUI. [TPM MPOBEAEHHI MOAEKYASIPHO-
LINTOrEHETUYHOTO AOCAIAKEHHS KICTKOBOTrO MO3KY: BUBHAYEHHS KAOHOAb-
HUX TpaHcAokauin (BCR/ABL 1(9,22)(934:911), CBFB/MYH11, inv(16)
(P13:922)) BYAO HEMOXXAMBUM YEPE3 BUCOKUM BMICT €03MHOIAIB.
MoHocoMisl 7, Aeneljst 7q He BUSIBAEHI.

B aHanizax kposi Aenkoumtin Gyan B Mexkax 20,0-28,0x10°/A, e03UHO-
@iAn — B MeXAX 66-63%, NiABALLEHHS PIBHST AAAT AO 2,6 MKMOAB/MA.

MMy NPOBEAEHHI YABTPA3BYKOBOrO AOCAIAXKEHHST (Y3A) OpraHis
YePEBHOI MOPOXHMHM TA HUPOK BUSBAEHO O3HAKW CTPRYKTYPHMX 3MiH
MeYiHKK, MOMIPHOTO 3BIAbLLEHHS1 CEAE3IHKM.

ANTMHA BYAQ BUMMCOHA 3 BIAAIASHHST MiA HOMASIA AIABHNYHOTO MeAIaTPa
3 PEKOMEHAQLIEID KOHTPOAKD 30raAbHOTO OHAAIZY KPOBI Yepes 2 TXKHI.

Yepes 3 MicsiLj Bia MOHATKY 3AXBOPKOBAHHS MOTM 3 AUTUHOKO 3BEPHY-
AQCS AO PANOHHOI AIKQPHI 3i CKAPramMmM HA BiAb Y XKMBOTI, CyOPeBpUAbHY
TEMNEPATYPY TIAQ, 3BIAKN AUTVUHA OYACQ HOMPOBAEHO HO FOCTITAAIZALLiIKO
B OBACICHY AIKAPHIO. B 30raAbHOMY GHOAI3I KPOBI: Aot — 12,0x10°/A,
€03NHODIAN —66%, LLUOE — 60 MM/roa,. Y BioXiMIHHOMY QHOAI3I KPOBI BISIB-
AEHO TMIABULLLEHHST PiBHST AAAT — 2,93 MKMOAB/MA, AY>KHOT pocdaTasm —
1542 Oa/A, NIABULLEHHST MOKA3HMKIB TUMOAOBOI Mpodun — 20,0 oA,
aHtncTpenTonisnH-O (ACAO) — 800 MOa/MA, C-peaKkTnBHOro GiAKa
(+++4), MPOKAABLMUTOHIHY (17,5 HI/MA).

B iMyHOrpami BUSIBAEHO MIABULLEHHST BMICTY 3AranbHoro IgE —
120,8 MOA/MA, 3aranbHoro IgG — 38,62 r/A, 3aransHoro IgA = 5,77 1/A.
[MIABULLLEHHS PIBHIB LIMPKYAKOIOHMX iIMYHHIX KOMMAeKciB: LIIK cepeaHi —
114 op.ont. ryCtmHU, LK ApIGHI — 172 OA,.OMT. FYCTUHW, AUCMPOTEIHEMIS:
6eT1a-TAOBYAIHN — 37%, TAMMO-TAOBYAIHU — 17,6%, AEMOHCTPYETLCSI
no3ntmeHUM ANCA-NpodiAb: aHTUTIAQ IgG A0 MIEAONEPOKCHACN —
1.1, aHtuTiAG IgG A0 MPOTEIHA3KN-3 — 2,7, WO XAPAKTEPUIYE HASIBHICTb
EHAOTEAIOABHOI ANCOYHKLIT.

LLIASIXOM iIMYHODEPMEHTHOIO AHAAIZY BUKAKOYEHO MAPA3UTAPHAO
(Toxocara canis, Trichinella spiralis, Opistorchis felinus, Echinococcus
granulosus) Ta BipycHa (Cytomegalovirus, Herpes viridae, Toxoplasma
gondii) iHdexuji. Mpr AOCAIAKEHHI KPOBI HO MAPKEPU BiPYCHVX renaT-
TiB PE3YALTAT HETATUBHUIN. AHTUTIAG AO BIA HE BUSIBAEHI.

30 AGHUMK peHTreHOorPadIi OPraHIB MPYAHOI KAITK: B AIASIHL HUK-
HbOTO AETEHEBOTO MOASI CMPABA 3HMYKEHA MHEBMATU3ALLISI 30 POXYHOK
iHOIABTP AL AEreHEBOI TKAHWHW, AETEHEBUIN MAAOHOK 30Arad4eHnin y
MPUKOPEHEBIN 30Hi 3 060X 6OKiIB. KOpEHi po3LLMPeEHi, yLLiAbHEHI. CepLe
—PO3MIPKV TA POPMA B MEXKOX BIKOBOI HOPMM. BUCHOBOK: [MoOBOCTOPOHHS
HXKHBOAOABOBCO BOTHULLLEBO MHEBMOMHIs.

Y3/, OpraHis 4epeBHOI MOPOXKHNHM TA HUPOK: 3BIAbLLEHHST PO3MIPIB
MEeYiHKM, CEAE3IHKM, MIALLAYHKOBOI 30A03U. CTRYKTYPHI 3MiH NEYiHKA.
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Y3A CyAVH YePEBHOT MOPOYKHNHM: €XO-03HOKIM MPOSIBIB MOPTAABHOT
rinepTeHail.

MCKT opraHis rpyAHOI KAITKN: O3HOKW AiMdaaeHonarTii. AereHi 6e3
HOBOYTBOPEHb. CepLie B HOPMI.

MCKT opraHis 4epeBHOI MOPOXKHUHM TA MAAOTO TA3Y: FenaToCnAe-
HOMETQOAISI, HO BCi MPOTSHKHOCTI MPOCTEXYETLCS PO3LLUMPOEHHS MO3a-
MEYIHKOBMX YXOBYHUX MPOTOK, XOAEAOXA. M’ SIKOTKAHMHHE HOBOYTBOPEH-
HS1 AOXQ YKOBYHOTO MiXypQ, LLO HAKOMUYYE KOHTPACTHY PEYOBVHY.
AiMdaaeHONATiS1 YePEBHOT MOPOXKHUHM, 3A04EPEBMHHOTO MPOCTOPY,
TA3y. ACUMT MiXypPOBO-MATKOBOI TO AYIAQCOBOI KMLLIEHb YEPEBHOT
NMOPOXKHUH,

PeHtreHorpadist OpraHis rpyAHOT KAITKK B AMHAMILL (4epes 1 MicsILb):
/\ereHeBi MoAs 6e3 BUAVMUX MOTOAOTIYHMUX BOTHULLLEBO-IHOIABTOATMBHIX
3MiH, AEreHEBUIN MOAKOHOK MOCUAEHNIN B AIASHLL KOPEeHIB. CUHYCU BiAbHI.
CepLe - po3mipmn Ta GOPMA B MEXKOX BIKOBOT HOPMW.

[MpoBeaeHa Bioncist AiMOBY3ACQ 300HEPEBVMHHOTO MPOCTOPY: MOP-
POAOTIYHA CTRYKTYPA AIMDOBY3AQ MOXKE BIAMOBIAQTM iAIONATUYHOMY
rinepeo3nHOMGIABHOMY CUHAPOMY.

OTPUMYBAAQ AIKYBOHHST: MPEAHIZOAOH 2 Mr/Krr HO AOBY, CUMNTOMO-
TMYHQ Tepanist, NINePALMAIH, AMIKALWH, AEBOLETUPUBNHY AUMADOXAO-
pWA, IHraASLi 3inaTponito 6POMIAOM TA GEHOTEPOAOM, COALOYTAMOAOM,
POHITMAMH. Ha QOHI npoBeaeHOi Tepanii B KAIHIMHOMY QHQAI3I KPOBI
36epiraBcs AerkoLmtos A0 10,0x10°/A, e031HOGIAIS — AC 28%, NPUCKO-
peHHs LLOE — A0 35 MM/roA. MpoTe HETUMOBA AAST AUTSHOTO BIKY MATOAO-
rist Ta OBMEXKEHHST AIArHOCTUYHMX MOXKAVMBOCTEM NOTPEOYBAAM MOACAL-
LLOT BiAbLL TAMOOKOT AIGTHOCTUKM.

[MPW NOCTYNAEHHI y HOLLIE BIAAIAEHHST 3AraAbHMIN CTAH AUTUHI TSDKKAN:
BUPOYKEHNIN IHTOKCUKALINHAM CUHAPOM. AJBYMHKO MOAOKOHTOKTHQ, EMO-
LIMHO MPUrHIYeHA, LLKIDHXIA NOKPMB OAIAMIA, YACTUN. MIALLKIPHO-KMPOBA
KAITKOBMHQ PO3BMHEHO HOAMIPHO (BUROKEHIN KYLLMHIOIAHNIA CUHADOM).
[MOCTO3HICTb HUKHIX KIHLIBOK. MbSI30BUIN TOHYC 3HVKEHMI, BUAMMA CAMBO-
BA OBOAOHKA YMCTA. AIMDOATUYHI BY3AWM Y BCIX FOyMNax APIGHI, pyxomi,
6e3060niCHI. Mexi BiAHOCHOI cepLIeBOI TyMOCTi BiAMOBIAQHOTb BiKOBi HOPMI.
ToHW cepLst AOCTATHLOI 3BYHHOCTI, PUTMIYHI, TOTOAOTYHI LLIYMM HE BUCAY-
XOBYKOTBCS], YHOCTOTA cepLEeBmx ckopodeHb (HCC) — 120 ya./xB. Hocose
AVXOHHS AELLIO YTPYAHEHE, BUAIAEHD 3 HOCY HEMAE; CAU30BA OBOAOHKA
30AHBOI CTIHKM TAOTKM, MUIAQAVKIB — PUXAQ, HE3HAYHO MMEPEMOBAHA,
MUTACAMKW [INEePTROPOBAHI. [PYAHA KAITKA LIMAIHAPUYHOT GOpMUM, OOUABI
il TOAOBVH CUMETPNYHO BEPYTb YHOCTb B AKTI AVXAHHSL. [EpKYyTOPHO HOA,
0BOMA AETEHSIM ASTEHEBMI TOH 3 KOPOBKOBMM BIATIHKOM. AYCKYABTOTVBHO
— AVXQOHHS1 X)KOPCTKE, BUAVX MOAOBXKEHMI, CyXi, BOAOT APIGHOMYXMPLEBI

Ta6nuusa. uHamika nokasHukis nepudepuuHoi kposi xsopoi J1.1.
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MOAO3BYYHI TO KPEMITYKOUI XPUMIA Y HKHIX BIAAIAQX 3AIBQ MO 3G AHIN MOBEPX-
Hi AereHiB. HacTtota AMXaHHS (HA) — 22 3 XBUAMHY. XKMBIT 3HOYHO 30iAbLLE-
HUW, CUMETPUYHUI, OBBIA XXMBOTA — 67 CM. [pn NOAbNALi: NeYiHKa Ha
PIBHI MyMKA, KPAW 30roCTPEHUN, CEAE3IHKA HO 5 CM HVDKYE KPao pebep-
HOI AYTW, YLLIABHEHA. BUMOPOYKHEHHS1 ODOPMAEHI, 3BUHAMHOTO KOALOPY,
6e3 NATOAOMYHMUX AOMILLIOK. Ajype3 OAEKBATHUIA.

[onepeaHin AlarHo3: |AIoNATMYHNM €03MHODIABHUI CUHAPOM(?)

[MPOBOAMAQCS ANDEPREHLLINHA AIQrHOCTVKA 3 MAPAUTAPHOKO iHDEK-
Li€to, €03MHODIAIEIO KAOHOABHOI MPUPOAM, XBOPOOAMM HAKOMNYEHHS],
CUCTEMHVMU BOCKYAITAMM (CUHAPOM HYapAka—CTpoca), QyTOIMyHHUMM
30XBOPIOBAHHSIMM 3 €03UHODIAIEID, CAPKOIAO30M, IMyHOAEDILTOM,
3B’513KY 3 YIM XBORIN BYAO MPOBEAEHO KOMMAEKCHE OOCTEEHHSI.

B remorpami 36epiraAmcst aHeMisl, AeMKOLMTO3, €03UHOIAIS, TOOM-
Goupntos, npuckopeHa LLOE (tabanug).

BioxiMi4HMIN OHAAI3 KPOBI AEMOHCTPYBOB O3HOKWM renaTtuTy: MiaBU-
LWEeHHa piBHS TpaHcamiHas (AAAT — 136 U/I, AcAT - 73 U/D,
y-TayTamiatpaHcdepasm — 651 U/l, C-peaktBHoro G6inka — 26,8 mr/A,
a,-KNCAOTO IatokonpoTeiay — 2,10 /A,

B koaryrorpami BUSIBAEHO MiABULLLEHHS PiBHS D-aAnvepy A0 0,83 MiKr/MA
(Hopma <0,5), NiABULLIEHHS AKTUBHOCTI QHTUTPOMGIHY Il — 132,2%
(Hopma 80-120). Bmict pakropis II, V, VII, VIII, IX, X, XI, npoteinis C 10 S -
B MEXAX HOPMMW.

IMYHOAOTHHE AOCAIAKEHHST KOOBI: 3AraABHN BMICT AIMPOLINTIB MOMID-
HO 3HKEHMIN 30 PAXYHOK 3HOYHO 3HMKEHOTO (Y 2 PA3K HYKYE HMKHBOIT
MeXi HOpMK) BMICTY B-AiMdouUTiB TG MOMIPHO 3HMXXEHOTO BMICTY
T-AimdouuTie 6e3 nopyLueHHst CD4/CD8 cniBBiaAHOLLEHHS1. BMICT HOTY-
POABHVX KIAEPIB — Y MEXAX BIKOBOI HOPpMU. Ekcnpecia aHtureHy HLA-DR
HQ MOHOLTOX HE 3HKEHA. PiBEHb 3aransbHOro IgE B Mexax Hopmu —
40,63 MOA/MA, NiABALLLEHHST PiBHS1 3ArAABHOTO IgM A0 2,46 1/ A TO BEAUKNX
LIMPKYAKROUMX IMYHHIX KOMMAAEKCIB AO 186 OA,.OMT. ryCTUHK. 36epiranacs
AMCTpOTEHEMIS: AAbOYMIH — 54,3%, a,-TAOBYAIHN — 14,9%.

IHbEKTOAOTHHE OBCTENKEHHST: QHTUTIAQ AO BIA 1/2 Ta QHTUrEH p24BIA
1 — He BusIBAEHI, aHTUTIAG A0 Opisthorhis Ta Toxocara — He BUSIBAEHI,
AOCAIAKEHHS1 CUPOBATKM KPOBI HO HOsIBHICT Aspergillus galactomannan
antigen — pesyAsTaT HETATVBHI.

Mpr NOACABLLOMY OBCTEXEHHI BUSIBAEHI IQG AO EAACTA3M HENTPO-
diniB 2,7; ANA Screen 11 1gG — HEraTuBHi, QHTUTIAQ AO ABOACHLIOTrOBOI
AHK He Bu1sIBAEHI.

Y3\, OpraHiB 4epPEBHOI MOPOYKHNHM MPW MOCTYMAEHHI: MEYIHKO 36iAb-
weHa. M3P npasoi YacTkm — 116 Mm, AiBOi — 70 MM. CTRYKTYPO OAHORIAHA,
cepeAHbOI EXOreHHOCTI, CYAUHHIN MOAKOHOK 36eperkeHnin. V. portae B

JleiikouutapHa popmyna, %

Boa PR U Pae T mwiea  odoa
Metra Man. @ Cerm. Jlim¢p.  MoH. Eo3. Bas.

14.09 3,89 95 450 63 15,67 2 2 27 41 6 22 0
15.09 3,70 90 621 - 12,4 0 0 50 32 9 8 1
20.09 4,18 102 720 95 31,6 0 11 78 5 5 1 0
22.09 3,78 89 622 63 17,30 0 3 67 17 2 10 1
26.09 4,06 90 536 - 14,2 0 2 50 27 12 9 0
05.10 3,92 88 526 6 11,13 0 0 34 46 7 6 )
13.10 4,18 88 462 8 9,57 0 1 26 55 8 6 4

Mpumitku: Hb — remorno6in, LUOE — weuakicts ocigaHHs eputpoumTis.
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AIASHLL BOPIT AlaMETPOM 7,7 MM. KpOBOTIK OAHOCMPSIMOBOHMI 16,2 CM/C.
YKOBYHUIM MiXY €XOHETATUBHMUIA, YHOCTKOBO CKOPOYEHUN. TTIALLAYHKOBA
30A030 30IAbLLEHA B AIASIHL TOAIBKM 2 1% 13X 15 MM, 3HMYKEHOT €XOreHHOC-
T, eXO0AHOPIAHA. CeAesiHKa 3BinbLLEHA, PO3MIPK 109x43 MM, CTPYKTY-
pa oAHOpPIAHA. V. lienalis aciameTpom 6 MM, LIBUAKICTb KPOBOTOKY
16,9 cm/Cc. AOAQTKOBO CEAE3IHKA B AIASIHLI BOPIT, AlAMeTooM 15 MM.
HUpKM — 6e3 EXOCTPYKTYPHVX 3MiH.

B mienorpami 6AaCTU HE BUSIBAEGHI, €031HOGIAM 9,8%. MpenapaTn
MOMIPHO FMOLEAIOASIPHI 3 MOMIDHVM 3BY>KEHHSIM €PUTPOHY 6€e3 Mopy-
LUEHHST AO3PIBAHHSL. MMiABULLEHMI BMICT €031HOOIAIB TO 6A30diIAiIB.
ANCnoes He BUPAXKEHNN. [EMODAroLMUTO3 HE BUSIBAEHIN.

[OBTOPHE MOAEKYASIPHO-LIMTOrEHETUYHE AOCAIAKEHHST KICTKOBOTO
Mo3Kky (NAP Ta FISH) He BusiBUAO TpaHcAoKaLi BCR/ABL 1(9,22)(934:911).

KommtoTtepHa ToMorpadist OpraHiB rpyAHOI T YEPEBHOT MOPOXKHWH i3
BHYTPILUHBOBEHHVM KOHTPACTOM: M’SIKi TKOHMH LUK ACBPE ANdEPEHLjO-
tOTbCs1. LLUMIMHI AiMbaTYHI BY3AM He 36iAbLLEHI. LLIMTONOAIGHO 30A030
CUMETPUYHA, HE 3BiAbLLEHA. HOAKAKOUMYHI Tl QKCUASIOHI AIMPOBY3AN HE
36iAbLLEHI. MIAKAKOUMYHI 3AIBO MAX po3Mipom 0,8x1,6 M. AereHi 3HKeHOI
MHEBMATM3ALYT, AIBO 3MEHLLIEHA B OB’ EMI 30 PAXYHOK ATEAEKTA3Y 8-T0 Ta
9-ro CENMEHTIB, A TAKOX CYBNMAEBPOABHVX HOLLAPYBAHb Y 10-My CErmMeHTi.
[MpaBa AereHst 6e3 0COBAMBOCTEN. BPOHXOMYABMOHOABHI AIMDOBY3AM HE
30iAbLLEHI 3 060X BOKIB. TOAXES], FOAOBHI TOl CEMMEHTOHI BPOHXM MPOXIAHI.
Y NAEBPAABHIIN MOPOYKHMHI 3AIBAl BUBHAYAETLCSI HE3HAYHUIM 06’ EM BIABHOT
PiAVHW. BepxHi TO HVKHI MOPATPAXEAABHI AIMPOBY3AM MAX PO3MIPOM
0,7%1,3 cM. BUAOUKOBA 30A030 MOAMX PO3MIPIB. BUCXiAHO copTa—1,26 cm,
AereHeBun cToyp — 1,86 cm. Cepuie 3B1myanHOi koHdIrypaLi, kamepmn
cepLsiHE POo3LLMPEHi. POaMipy nediHiimn 36iAbLLEH], NApeHXIMAl if FOMOreHHA.
BHYTPILLHBO- T MO3ANEYIHKOBI YKOBYHI MPOTOKM PO3LLIMPOEH. XXOBYHMI MiXyP
HE HOMOBHEHMIN, XOAEAOX HE PO3LLMPEHNIA, CTIHIKO MOrO ASLLIO MOTOBLLEHA.
BopitHa T ceAesiHKOBA BEHM HE PO3LLIMPEHI. MMiALLAYHKOBO 30A03Q YAC-
TOYKOBQ, KOHTPACTYETHCS PIBHOMIPHO. BipCYHrOBA MPOTOKA HE PO3LLIMPE-
Ha. CeAesiHKa 36iAbLLEHA, MAPEHXIMA i FOMOreHHA. BU3HAUAKOTLCS AiM-
OATNYHI BY3AM Y BOPOTOX NEYIHKIN. MHOMXUHHI ME3EHTEPRIOABHI AiMOBY3A
He 36iAbLLEH]. HOAHMPHMK CUMETPUYHI. HUPKIM 3BUYAIMHOT GOPMM, KOHTP-
QCTYBOHHS1 MAPEHXIMU CUMETPUHHE, CBOEHACHE. MNOPOXHNHHI CUCTEMM
HUPOK HE PO3LLIMPEHI. Y MOPOXHHI MOAOTO TO3Y BU3HAYAETLCSI HEBEAVKAA
06’ €M BIAbHOT pianHN. AIMPATYHI BY3AM TAB0BOI AOKOAIZALLi HE 30IAbLLEH.
B iA€0-LUeKaABHOMY KyTi BUBHOHAKOTLCST MHOMWHHI AIMBOBY3AM MOX PO3-
MipoM 0,7x1,0 cM. OCTEOBAQCTHNX TA OCTEOAITUYHUX 3MiH HE BUSIBAEHO.

DYHKLS 30BHILLIHEOTO AUXAHHST: BEHTUASILIIMHA HEAOCTATHICTb | CT. 301
OBCTPYKTMBHM TUMOM 3 MOPYLLEHHSIM MPOXIAHOCTI APIGHX BOHXIB.

PDiBPOBPOHXOCKONIsT: ANDY3HUIA, BUPOKEHIA, CANBOBO-THIMHMIA EHAO-
BPOHXIT 3 OOCTPYKTMBHVIM KOMMIOHEHTOM. B3SITO MATERIOA AAST LIUTOAOTYHO-
ro AOCAAKEHHS (MPoBEASHO BpalL-Giorncito $8,9,10 3ABa, B3SITO GIOOHXIONL-
HAIN 3MVB AAST MOCIBY HO PAOPRY TO HOSIBHICTb MIKODOKTEPIN TYGEPKYALOSY.
My 6AKTEPIOACTIHHOMY AOCAIAKEHHI MOKPOTU BUAIAEHO Sfrepfococcus
sppP. (1,2x107), KNCAOTOCTIMKI TAANYKIM HE BUSIBAEHO. LIMTOAOTYHE AOCAIAKEH-
Hs1 BPOHXIOABHOTO 3MVBY: HO HOHI CAM3Y, EPUTPOLIUTIB — BEAVKA KIABKICTb
LIMAHAPYHOTO EMiTeAito, ASSIKi MY 3 O3HAKAMM MPOAIPepaLi. 3piAKa —
3HQYHI CKYMYEHHST HEMTPOPIABHNX AEMKOLATIB, 3yCTRIHAKOTLCS MCTIOLMTAL

PiBP0oe30PaAroracTPoAyOASHOCKONIS: KAHAMAO3HUIA e30hariT
|-l cT. 3acTiHa AyoaeHonaTis. AYyOAEHOrACTPAAbHUN pedAoKC I CT.

EXO-kapaiorpadis: exo-naToAoris HE BUSIBAEHA.

BpaxoBytoum te, Lo Y AUTVHN MOAQ MiCLLE renaToOMEraAis, 3MiHM 3a1
AQHUMM KT OYIM (pO3LLIMPEHHST BHYTPILLHBO- TO MO3ANEYIHKOBYX YKOBYHIX
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XOAIB), AAS1 BepudikaLi AlarHO3y ByAO BUPILLEHE MUTAHHST LLIOAO MPO-
BEAEHHS AIOrHOCTMYHOIT Bioncii NeYiHkn.

[MaToricTOAOTHHE AOCAIAKEHHS BIOMTATIB NEYIHKM: Y AOCAIAXNYBAHO-
MYy MOTEPIOAI HEBEAVKM GPArMEHT TKAHUHW MEYiHKL 3i 36epeXkeHoo
QPXITEKTOHIKOKO TA HEIBHOMIPHMM MOBHOKPOB'SIM. BEAMKI BHYTPILLHBO-
MEYIHKOBI CYAMHM OMTUYHO MOPOXKHI, OKPEMI — 3 KAITMHHVM/ EAEMEHTAMU
KPOBI. BiAMIYOETbCS ekTasis Ta NOMIPHUIN MEPUBACKYASIPHMIA GIBPO3
BHYTPILLHbOMEYIHKOBMX CYAMH. AIASHKN CUHYCOIAHMX KAMIASIDIB 3 SIBULLLO-
MM eKTasii. B TopTaAbHMX TPAKTAX GiGp03 1-2-ro CT. Ta 2-3-TO CT. 3 HOSIB-
HICTIO B OKPEMMX TPAKTAX BOTHULL, CKYMYEHHST KAITUH AiMbOiAHOrO T
ricTIOUMTOPHOrO PSIAY, B OKPEMMX TPAKTAX TA CMOAYYHOTKAHNHHMX
CEenTax BIAMIMAETLCS MPOAIbepaList AYKTYA. AIASIHKIN 3€PHNCTOI TA BOKY-
OAbHOI ANCTPOGIT renaTtoumtie. MopdOACTYHA KOPTUHAO B MPEACTABAE-
HWX NICTOAOTIHHKX 3PI3AX MOXKE BiAMOBIAQTV GIBPO3Y MNEYIHKM 3 MOYATKO-
B/IMW O3HAKAMM LIMPOTUYHIX 3MIH TQ HOSIBHICTIO MOPYLLEHHS KDOBOOGINY
B MOPTAABHIN CUCTEMI.

TOKVIM YWYHOM, BPOXOBYIOUM QHAMHES, KAIHIYHY KOPTUHY 30XBOPHOBOH-
Hs1, AQHi Koaryaorpami, Y3A 1a KT OpraHis 4epeBHOT MOPOXKHUHI, PE3YAb-
TATU NATOMNCTOAOINYHOTO AOCAIAXKEHHS BIONTATIB MEYIHKM, O TAKOX MO3W-
TMBHY AVHOMIKY 30XBOPKOBAHHST HO GOHI Mpuromy 'KC, CriAbHM KOHCK-
AlYMOM CMeuiaAicTiB y XBOPOi BM3HAYEHO iAIONATUYHUI
rinepeo3nHOMIAbHUI CUHAPOM, BTOPUHHUIA CUHAPOM Baaao—Kiapi
(BTOPUHHE MOPYLLEHHS BIATOKY KPOBI 3 MEYIHKM MPW PSIAI MOTOAOTYHMX
CTQHIB, §IKi HE MOB$SI3AHI 3i 3MIHOMM CYAMH).

Y NAQHI AOOBCTEXEHHS PEKOMEHAOBOHO MPOBEAEHHSI AOCAIAKEH-
H$1 HO MOAIMOPi3M reHiB TPOMOOIAIT TQ BU3HAYEHHST MyTALLii reHy JAK2
(30 BAYKAHHSIM 6ATHKIB. AOCAIAKEHHST HE MPOBOANAOCS).

KAIHIYHMY AlarHO3 CHOPMOBAHMIN TAKKM YNHOM:

OCHOBHUI: | AJONATNYHW NNEPEO3NHODIABHNN CUHAPOM.

YCKAQAHEHHS: BTopuHHWM cnHapoM baaaa—Kiapi. Ek3oreHHnm
rinepKopTMLM3M.

CynyTHin: H/KHOAOABOBO AIBOCTOPROHHST BPOHXONMHEBMOHIS, AH
| CT. 30 OBCTPYKTMBHMM TUMOM 3 MOPYLLEHHSIM MPOXIAHOCTI APIGHUX OPOH-
xiB. KOHAMAO3HWM e30dariT Il CT.

Y BiAAIAEHHI AUTUHO OTPVMYBOAQ AIKYBAHHST MPEAHIZOAOHOM 2 Mr/KP
HA A00Y, GAYKOHAB0A 3 Mr/KI HO AOBY, BORIKOHA30A 70 Mr 3 pai3v HO AOBY,
AOACBKNIA IMYHOIAOBYAIH BHYTPILLHBOBEHHO 0,4 MI/KI, CUMMTOMATUYHY
Tepanito. BpaxoBytoum po3BUTOK IHOEKLLINHX YCKAQAHEHD (ABOCTOPOH-
H$1 MHEBMOHIs1, MAEBPUT) HO GOHI Mpuomy NKC, BYAO BUPRILLEHO 3HVKATA
AO3Y NPEAHIBOAOHY HA 20% KOXKHI 4-5 AHIB AO AOCSITHEHHST MIATPUMYKOYOI
2031 0,5 Mr/Kr Ha A0BY; MPUBHAYEHO KOMOIHOBAHY CUCTEMHY QHTUOAK-
TepioAbHy Tepanito (LedTasnanm, amikaLwH). Ha $oHi nposeaeHOro
AiIKYBOHHS1 CTOH AUTUH NOKPALLUMBCST: 3HUK IHTOKCUKALLIMHUIA CUHAPOM,
3MEHLLMBCS KOLLEAb. AUTUHA CTAAQ BIAbLL QKTUBHOK. AYCKYASTOTVBHO B
AETEHSIX — AVIXAHHST )KOPCTKE, XPpUiB HEMAE . YXMBIT BMEHLLMBCSI B 06 €M —
MO 62 cM. MNeviHka +2,5 cMm, cenesiHka +1,5 M. MNoKA3HMKM reMOorpamm
MOKPALLMAMCS: 3HNU3UAQCH KIABKICTb AeMKoLMTIB A0 9,5%10°/A, piBeHb
€03MHOIAIB — AO 6% TO MOKA3HMKM LLIOE — A0 8 MM/roa. Y GioxiMmiyHOMY
QHAAI3i KPOBI — 3HV3MAMCH MOKA3HMKM AAAT A0 68 U/l Ta y-TTIN a0 235 U/

Y3, OpraHis YHepeBHOI MOPOXKHVHM B AMHAMILL Yepe3 1 MiCsILb: P03
Mipy nediHky 36iAbLueHi, 3P npaBoi YacTkm 114 MM, AIBOT — 45 MMm.
CTpyKTypa MAE ARIGHOBOTHULLLEBM XAPAKTER 30 POXYHOK ANDY3HMX
3MiH NAPEHXIMU, EXOrEHHICTb MAPEHXIMY MOMIPHO PIBHOMIPHO MiABY-
weHa. V. portae — 6 MM. KpoBoTiK OAHOPA3HNN, LUBUAKICHI MOKA3HMKA
MiABULLIEHI — 18,7 cM/C. YKOBYHWM MiXYP — CTIHKQ YLLIABHEHQ, MOTOBLLEHA
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A0 3,9 MM, PO3LLAPOBAHA. [TIALLAYHKOBA 30A030 36iAbLLEHAO B PO3MIPAX,
FOAIBKA 19 MM, TIAO 11 MM, 3BUYAMHOI EXOreHHOCTI, EXO0OAHOPIAHA 3
MOOAVNHOKNMU AIHIMHUMW TiNEpexXoreHMm CTpyKkTypamm. CeAesiHKa
36iAbLLIEHA — 103x44 MM, MOTOBLLIEHI CTIHKI CYAVH. LLIBUAKICTb KPDOBOTOKY
y V. lienalis— 15,9 cm/c. AOAQTKOBA CEAESIHKA B AIASIHLI BOPIT, AIOMETOOM
9 MM. H1pKu — 6e3 EXOCTPYKTYPHMX 3MiH. BidyQAi3ytoTbCst ME3EHTEPIOAL-
Hi AIMPATUYHI BY3AM PO3MIDOM AO 12 MM, 3BUHAINHOI CTRYKTYPW.

ANTNHA BYAQ BUMIMCAHA 3 PEKOMEHAQLISIMA MPOAOBKTA AllKyBAHHST
MPEAHIZBOAOHOM B A03i 0,5 Mr/Kr HO AODY 30 MiCLIEM MPOXKMBOHHSI, 3 PEKO-
MEHAQLIIEIO MPOBEAEHHS KOHTPOAKO MOKABHIKIB FEMOTOOMI, KOINYAOTROMM
TQ NEYIHKOBMX MO KOXKHI 2 TVDKHI MiA HAMSIAOM rEMOTOAOMQ TA FeNATOAOTal.

HoBeAEHWN KAIHIYHM BUNAAOK iAIONATUYHOIO rinepeo3nHOMIABHO-
rO CUHAPOMY MOXHQ BIAHECTN AO PO3PSIAY «BADKKMX AIQrHO3IB», aAXKE
AIQrHOCTUYHUM MOLLYK YCKAQAHIOETHCST MHOXUHHAMM MPUYNHAMMN
AQHOIO CUHAPOMY, LLIO NOTPEBYE B AIKAPST MyABTUANCLMMIAIHOPHOTO
MIAXOAY AO AIQrHOCTUKM 3AXBOPIOBAHHSI. [EC — OAMH i3 CUHAPOMIB, SIKi
HO CbOrOAHI MQKOTb TEOPETUYHI OBIPYHTYBAHHST MATOrEHe3y, aAe HA
MPAKTUL AIKQP MOBUHEH MPOMTA 3 XBOPUM BODKKUM LLASIXOM ANPEPEH-
LIQABHOI AIQrHOCTVKW, BUKOPWCTOBLLM BECb APCEHAA 3HAOHb | MOXKAU-
BocTen. CnoAIBOEMOCS], O HEBAOB3I OYAYTb BU3HAYEHI AQHI LLOAO
MOLWMPEHOCTI €03MHODIABHOIO CUHAPOMY. Lle A03BOAMUTE XBOPUM
OTPUMYBATM KBAAIDIKOBAHY MEANYHY AOMOMOTY, O AIKQPSIM — 3aNOGIrT
PO3BUTKY 6AraTEOX AAEPIYHUX, AYTOIMYHHMX, TOOMBOreMOPArYHNX TA
IHLLIWX YCKAQAHEHD.

Aoaarkosa iHpopmauisa. ABTOPU 3QSIBASIKOTL MPO BIACYTHICTb
KOHQAIKTY iHTepecis.
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Summary

The case of idiopathic hypereosinophilic syndrome
in a child: problemes of differential diagnosis

E. Okhotnikova, E. Ponochevna, E. Kvachenyuk

Shupyk National Medical Academy of Postgraduate Education, Kyiv

The article highlights the pathogenesis of eosinophilic syndrome, the differ-
ences between primary and secondary eosinophilia, the main causes, including
genetic mutations associated with hypereosinophilia. The classic clinical
manifestation of hypereosinophilic syndrome is idiopathic hypereosinophilic
syndrome (HES). In the example of HES, the main syndromes and complications
caused by eosinophilia, questions of differential diagnosis and the main direc-
tions of therapy are considered. In conclusion, it is noted that HES is a multidisci-
plinary problem and can interest physicians of many specialties.

Key words: hypereosinophilic syndrome, children, diagnostics, biological
therapy
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