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BEAEHHA TMTALUIEHTIB
STINMEPEO3VHODITTIBHVM CUHOPOMOM®

YacTnHa 2

[epeknana G adanmysana KaHO. med. Hayk Onbea Kopoatok
Eo3nHO®INU - e TepMiHanbHO AndepeHLinoBaHi NenkoumTn

3 UMTONNA3MATUYHUMK TPaHYaMU, SKi MICTATb BI0N0TIYHO aKTUBHI MOEKYN:
eo3nHodinnepokcnasy, eo3nHOdiINbHNI KaTiIOHHWI 6iN0K, OCHOBHWI

6a30BUI BINOK i Aekinbka LNTOKIHIB, 30KpeMa TpaHcbopMyBaibHUN dakTop
pocTy-B. EO3nHO®INN yTBOPHOKOTHCS B KICTKOBOMY MO3KY 3 MY/IbTUMOTEHTHUX
reMonoeTU4YHNX CTOBOYPOBUX KJTITUH, AKi MepeTBOPHOOTHCSA Ha NoMNepesHNKN
e031Ho®INIB, KOTPi AndepeHLioTbCA B 3piNi KAITUHW. 3pini eo3nHodinn
3aNMLWLAK0Th KiCTKOBM MO30K i MOTPan/soTb Y KPOB, Ae LIMPKYHTh

NpPUBAN3HO 1 AeHb, NiCAA YOro MirpytoTb Y TKAHUHW: CIN30Bi 060N0HKN
TPaBHOIrO TPAKTY, TUMYC, Cenie3iHKy, NiMPaTNYHI By31M Ta MaTKy. B iHLLIMX 30pOBUX TKaHMHaxX
Ta OpraHax NtAMHU eo3nHodINY 3a3BUYal He TpanaatTbCs. LLoao GyHKLUT, TO e031HOINMN 3HaYHO
MipOKO CNPVIAOTL 3aXNCTY rOCrofaps Bif 30BHILLHIX MaTOreHis, ajie OCTaHHIM YacoM iX MOB'A3YI0Tb
3 perynsuieto pemogentoBaHHs Ta ¢pibpo3y TKaHWH, @ TAKOX 3 PerynsiLi€to iHWNX iMyHHUX peakLil.

OPFAHOCMELUN®IYHNIA MEHEO)KMEHT

B luxansHa cucmema

Eo3snHoinbHa iHPiNbTpaLlia Moxe BpaxaTti Ak
BEPXHI, TaK i HVXXHI AVXaNnbHIi LUNAXYM, MOLWNPIOHYNCE
Ha anbBEOJIAPHI NPOCTOPU M IHTEPCTULIY NereHsb.
YacTMMM XpOHIYHNUMY NPOSiBaMU YPaXKeHHS Anxab-
HUX LUNSAXIB € XPOHIYHUIA PUHOCUHYCUT 3 HazanbHUMM
noninamun (XPC3HM) 1 acTma; ANa HAX NpUTamMaHHa
NnokanbHa eo3nHodinbHa iHGiNbTpaLis. MNoeaHaHHS
BKa3aHMX 3MiH 3 e031HOINi€r0 KPOBI MOXHA PO3rs-
Aatn ak NEC,

IHWIi MoxnmBI nereHesi npossy NEC oxonntoTb
XPOHIYHY €031HOGINBbHY MHEBMOHIIO, LLO XapakTe-
PU3YETLCSA HAKOMMYEHHAM e031HOINIB B a/ibBe0ax
Ta iHTepcTuLii lereHb. Eo3nHodinbHa iHiINbTpaLis
BeJINKNX AINSAHOK NereHb NoripLlye ra3oobmiH, 3y-
MOBJ/THOIOU N TINOKCEMILO Ta 3a4MLLKY. PeHTreHorpadis
Ta KT rpyAHOI KNITKW Aat0Tb 3MOTY ileHTUdiKyBaTH
anbBeonsapHy eo3nHOGINI0 9K ABO6IUHI iHINbTPaTK
B JlereHsAX. Y NauieHTIB i3 XpPOHIUHO e03nHOINb-
HOI MHEBMOHIE NiABULLLEHN piBeHb €031HOGINIB
MOXHa BUSBUTY B OPOHX0aNbBEONSPHIl TaBaXHIl
pianHi (BAJIP).

[HLWNM MNOSAICHEHHAM 3a4MLLKN MOXe ByTU e03u-
HOINBHWNIA NNeBpanbHNIA BUNIT YHACi4OK HaKo-
NUYeHHSA eo31HOGINIB Y NaeBpanbHii MOPOXHUHI.
3Ha4Hi BUNOTY MOXYTb MOPYLLYBaTX ra3006MiH Yepes

eKcTpanapeHXiMaTo3He CTUCHEeHHS NereHsb. Lo ctocy-
€TbCA eTioNorii, To e03nHOGINbHI NNeBpabHI BUMNOTA
MOXYTb 6yTU igionaTMyHUMM abo CNpUUYNHEHNMU
napasuTapHUMM iHOeKUiaMUK, peakLigMu Ha Niku
Ta 3/10AKICHUMW NYXJIUHaMMW.

JliarHoCTVKa ypaxeHHs AUXanbHUX WAAXIB € CKiaj-
HOO Ta MOTPebyE KOMMIEKCHOIO OLiHFOBAaHHS K/iHIY-
HWX NPOSBIB, Bi3yani3aLinHNX i NabopaTopHNX AaHWX.
BupiwanbHe 3Ha4YeHHA MatoTb abCoNOTHA KiNbKiCTb
eo3rHooiniB y nepudepnyHili KpoBi Ta BiACOTOK e03U-
Ho¢iniB y BAJIP. ®yHKUiOHanbLHI TecTn (cnipomMeTpis,
DLCO) € BaxxnMBUMU A5 JiarHOCTUK OH6CTPYKTUBHUX
3axBoproBaHb. OCHOBHUMK MeToZaMu Bisyanisauii
3a Nifo3pw Ha eo31HOGINbHI XBOPOOYU NereHb € peHT-
reHorpadis Ta KT nereHsb.

KnouoBi BUCHOBKU

* PecnipaTopHi nposasu € nowmpeHnmMmn B nauienTis 3 NEC.

* Eo3nHodinbHa iHpiNbTpaLis MoXe BpaxaT BepXHi Ta HUXHI An-
XaNbHi LLISXW, @ TAKOX a/lbBEONAPHI MPOCTOPY 1 IHTEPCTULLM NereHb.
* INA AiarHOCTUKM YPaXKEHHS AVXaNbHUX LWAAXIB yHacnigok MEC
KOpUCHUMUN iHcTpymeHTamu € KT, gocnigxeHHsa BAJIP i B13Ha-
UeHHS GYHKLT 30BHILLHBOrO ANXaHHS.

" llikipa ma cau3oei 060/0HKU

LLIKipHi ab0 c130Bi NPOSBY BUHUKAKOTb Y MOHaZ
50% nauieHTiB 3 TEC. YpaxeHHSs LWKipW yacTile Tpar-
NAETLCA Npu NimpoumnTapHoMy BapiaHTi FEC i moxe
6yTW 10ro EAMHOIO KNiHIYHOK 03HAKOLO.

* CKOpoYeHUiA ornsij 3asBm ITanincbkoro ToBapucTBa aneprii, actMu Ta KniHiuHoi imyHonorii (SIAAIC).



Puc. 1. LUKipHi nposiBM rinepeo3nHoO}inibHOro CUHAPOMY
lMpumimku. Yimko okpecneHi Makysnonanynu, ek3eMamo3Hi ypaxceHHs U ekckopiayiliHi 8UCUNAHHSA, 10KANI308aHI HO 8epXHIX KiHYieKax (A),

myny6i ma wikipi xusoma (b).

Jepmatonorivni nposasu MNEC (puc. 1) 3a3BMyali
reTeporeHHi  oxonnawTb Andy3HUM abo noka-
ni3oBaHWN cBepbiX, KPONUB'AHKY, eK3eMaTOo3Hi
Ta/abo cBepbAAYi NanyNoHOAYNSIPHI ypaXeHHs, Moai6-
Hi 0 aTONiYHOro AepMaTuTy, Ta By3IMKOBUIA CBEPHIX
(prurigo nodularis).

PigkicHUMK gepmaTonoriyHnmm npossamm NeEC
€ PeUNAMBHUIA aHFIOHEBPOTUYHWNIA HAbPAK 06aMY-
us; Nypnypa, AKa nanbnyeTbCs, BHACNIAOK HEKPO-
TUYHO-BMPA3KOBMX BACKYyNITONOAIOHNX ypaxeHb;
6NALWKN 3 BUPA3KYBAHHAM; epUTPOAEPMISs; KinbLie-
noAibHa ueHTpudyranbHa epuTema; ciTHacTe niseso
(livedo reticularis). € NOBIZOMIEHHSI MPO HEKPOTUYHI
ypaXxKeHHs1 poTOBOI MOPOXHWHW, 30KpeMa rnpu Heo-
nnactnyHmx N'EC. BoHU ayxe 60at04i (MOXANBUI
NOMUNKOBWIA fiiarHO3 CMHAPOMY bexyeTa) Ta Baxko
nigAaTbCa NliKyBaHHIO, ane 34e6inbLuoro Bignosi-
AAt0Thb Ha NliKyBaHHSA iMaTUHIOOM.

Ficronatonorisa WKipHUX ypaxeHb y pasi 'EC Hecre-
undivHa. YpTUKapHi ypaxeHHs AeMOHCTPYoTh Bapia-
6enbHNIA XapakTep KNTUHHOI iHinbTpadii (nimdounTy,
€031HOPINN, HENTPOPINK) 3 NeprBacKyNAPHUM PO3-
NoAiNnoM, K y pasi 3BUYanHOI Kponue'aHKW. Manynu
ab0 6/ALWKY AEMOHCTPYOTb CMOHTIO3 i AepManbHi
iHOINbTPATY, LLO MICTATb MPUHAMMHI KiflbKa IHTaKTHNX
eo3nHodiNiB. Y 6ionciiHMX 3pa3kax peTndopmMHOI nyp-
Nypy Ta HEKPOTUYHIX YpakeHb LLKIpY crocTepirascs
TPOM603 ilepManbHNX KPOBOHOCHMX CyAWH. bionTaTtn
BMPa30K C/IN30BUX 0B0OHOK AeMOHCTPYBan 3Ha4He
BiZKNajaHHS €03NHOPINbHNX rPaHYNSpHUX binkiB 3a
BifCyTHOCTi MOPONOriYHO ifeHTUPIKOBAHWX IHTAKTHNX
eo3nHooini..

OTxe, giarHocTuka wkipHmMx npossis MEC € cknag-
HOO Yepes iXHI BapiabenbHICTb | CXOXICTb 3 IHLWNMU
AepMaToNoriYHNMM XBOpO6aMun. HasBHICTb nepunde-
PUYHOI Ta TKAHWHHOI e03nHOGINIT po3Lwnproe gnde-
PeHLiHMIA AiarHO3, NOYNHA0YN Big aneprii Ta peakuii
Ha Nikn Ao nponidpepaTtVBHUX reMaToNOrIUHNX PO3-
nagis, BaCkynitis, iHeKLUil Ta iHLWNX 3aXBOPIOBaHb.

Knro4yoBi BUCHOBKM

+ LLIKipa € opraHom, SKuii HaliyacTiLle ypaxaetbea npu MEC.

+ [lepMaToNOrivHi NPOSABM € HANNOLLUMPEHILLUNMUW KNIHIYHUMMN
o3Hakamu ['EC.

+ Yepes BapiabebHiCTb LLKIPHMX NPOSIBIB MOX/IMBINA MOMUAKOBUA
JiarHos.

" TpasHuii mpakm

YpaxKeHHs TpaBHOIO TPakTy MoXe ByTU EANHNM
nposisoM NEC abo cynmpoBOAXKYBaTUNCH ANCPYHKLIIERD
iHWWX opraHiB. AcouiioBaHe 3 MEC i3onboBaHe ypa-
>KEHHSA TPaBHOIO TPAKTy MOXe nepesysaTti 6arato-
cncteMHin ¢opmi F'EC. Ans yHUKHEHHSA 3aTPYMOK
y AiarHoCTuLi Hewo4aBHO 6y10 3aMponoHOBaHO
HO3010riYHY oAnHNLIO «[EC 3 ypaxeHHAM €ANHOI0
opraHa», ika BU3Ha4YaeTbCA e03NHOGINBHO iHINb-
TpaLi€lo okpemMoi TkaHUHU/opraHa 6e3 I'E B KpoBi.
JlikytoTb Takvx nauieHTiB Tak camMo, AK NaLieHTIB
3 EC. flk 3a baraTocMcTeMHUX BapiaHTiB, Tak i 3a NEC
3 YPaxKeHHAM E€AMHOr0 opraHa clif, BUKAUNTY iHLUI
MOXINBI MPUUNHU YPAXKEHHSA TPABHOIO TPaKTy 3 BU-
K/HOYEHHSIM peakTUBHWX CTaHiB (Mapa3nTosun, Xpo-
HiYHi 3ananbHi XBOPOOU KMULLIKIBHMKA, aneprii, peakuii
Ha NlikK), NapaHeonnacTYHMX NPoLecis i CUCTEMHOTO
MacToLMTO3Y.

KniHiYyHO BM3HauarTb ABi OCHOBHI KaTeropii:
03MHOGINLHMI e30dariT (EOE) Ta Hee3odariTHI eo3u-
HOQINbHI XBOPO6U TPABHOMO TPaKTY — €03UHOPINbHI
racTPUT, EHTEPUT i KOJIT, AKi TPanIsaTbCA B Pi3HNX
KoMbiHaUisax. Cnig 3a3HaunTy, LWo EoE 3pigka acouto-
€Tbcs 3 [E kpoBi Ta pigLe € yacTnHor MNEC, aHX iHLLI
€03HOINIbHI XBOPO6YM TPABHOMO TPAKTY.

Y pasi EoE nopyLuyeTtbcs perynsdia iMyHHOT Bigno-
BiZi BHAC/iZOK CK/IAa4HOT B3aEMOZIT MiXX FeHETUYHUMU
Ta 30BHIWHIMN YNHHWKaMW. 3 NigBULLEHUM PU3K-
KoM EoE noB'si3aHi reHn TSLP, kanbnain-14 (CAPN14),
Kptonnenb-nogibHuii ¢aktop-13 (KLF13) Ta EMSY.
Cepes 30BHILUHIX YAHHUWKIB MalOTb 3HaYeHHS Ai€Ta,
roAyBaHHS CyMilLlaMuW, BUKOPUCTAHHA aHTNGIOTUKIB
abo iHribiTopiB MPOTOHHOI MOMMNU B ANTUHCTBI, Kecapis
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PO3TWH, XONOAHWUI KNiMaT i 3abpyAHIoBadi B NpuUMi-
LLLeHHI. 3a JaHVMW PeTPOCNEeKTUBHOIO KOrOPTHOroO
AocCnigxXeHHs, B 6% nauieHTiB 3 EOE BUSBAAOTLCSA
aBTOIMYHHI XBOpO6W, HanyacTile ncopias, ncopia-
TUYHUIM apTPUT, PEBMATOIAHWI apTpUT i TUpeOoIanNT
XalmMMOTO; KpiM TOro, Taki NaLieHTV 4eMOHCTPYIOTb
ripLy BiZANOBiAb Ha MicLeBe NikyBaHHS CTepoifamu.
Y nauieHTiB 3 EOE BUsiBNeHo nigsuLLeHi piBHi cnposar-
KOBWX aHTUTI/I NPOTU MOJIeKY aAresii enitTenianbHNX
KNITWH, SK-0T TpPaHCMeMbpaHHWiA gecMornein-3 (DSG3)
Ta konareH XVII (NC16A), KOTpi 3anpornoHoBaHoO AK
6iomapkepu EOE.

XapakTepHuUMM cumnToMamMu EOE € 6nroBaHHS,
ancdaria Ta 3acTpsaraHHs iXi. HaTomicTe cumnToMum
YPaXKeHHS ANCTaNbHUX BiAAiNIB TPaBHOIO TPaKTy 3a-
NIeXHI Bif BigLEHTPOBOI €031HOINbHOT IHPINbTpaui
3i CNM30BOT 060NIOHKW: 6iNb Y XNBOTI, HyAOTa, 6/1t0-
BaHHS, AnCnencis, giapes, NopyLLeHHS BCMOKTYBaHHS
3 N0ZaNbLUNM BUHUKHEHHSAM rinoanbbymiHemii, aHemii
Ta BTpaTu Macy Tina. IHpinbTpaLia M'a30B0Oro wapy
MOXe acoLioBaTUCS 3 HENPOXIAHICTIO 1 iHBariHa-
LiE0 KNLLUKIBHUKA; iIHQiINBbTPaLisa cepo3HOro wapy -
3 NepuUTOHITOM, acLMTOM i Nnepdopadiieto. Bkpaii pig-
KiICHAMW MposiBaMU € renaTtnT, CKNepo3nNBHUIA XONaHTIT
i MaHKpeaTuT.

JonomMorTn B AiarHoCTULi MOXYTb TUMOBI eHA0-
CKOMIiYHI 3HaxifKW: epUTemMaTo3Ha C/In30Ba 060/10H-
Ka CTpaBOXOAy 3 BMPAa3KyBaHHAM i BepPTUKANbHUMU
NiHINHMW 60PO3HaMK Ta CTPUKTYPaMU; MCEBAOMOAINM
B AVICTa/bHILLVX Bigginax TpaBHOro TpakTy. MNauieHTam
3 baratocmctemHum MEC cnig 060B'A3KOBO BUKOHY-
BaTV He Tinbkn EPIAC, a 1 KONOHOCKOMItO, HaBITb
3a BifCYTHOCTI BiANOBIAHWX CUMIMTOMIB. Hepes Hepis-
HOMIPHWA PO3MoAiNn eo3nHOQINbHUX iIHPINbTPaTIB
ANSA TiICTONOTIYHOro AOCNIAKEHHS Cig y3ATW LWOoHal-
MeHLUe 6 3pa3kKiB Aas 6ioncii 3 HopManbHOI 11 aHo-
MaJibHOI C/IN30BOT 0B0NOHKN.

LLlo6 3ano6irtn nowmpeHoMy YpaxxeHHo Tpas-
HOro TPaKTYy Ta 3MEHLUNTU PU3UK MOLLUKOAXKEHHS
opraHiB-milleHelr i TPOM60eMb0MIUHNX YCKNaLHEHD,
Cnig HeramHo NPU3HaYNTL NikyBaHHSA KOPTUKOCTEpO-
igamu (npenapatu | NiHii) ANS 3MeHLLeHHst eo3rHOodINil.

= Cepye ma cyouHu

YpaxeHHsi cepLeBo-CyAVHHOT CUCTEMU aCOLLIOETLCA
3i 3HaUYHOIO 3aXBOPHOBAHICTIO Ta CMEpPTHICTHO. lNaTore-
He3 NMOLLKOKEHHS CKNaAHWI, XapakTepusyeTbCs TPbO-
Ma $pasamu: roCcTPUM HEKPO3OM TKaHWH, TPOM6030M
i ibpo30oM. HacTMK KNiHIYHMMIK NPosiBaMK € cepLieBa
HeAOoCTaTHICTb, BHYTPIiLWHbOCEPLIEBUIA TPOMOO3, iH-
dapkT Miokapaa, apuTMmii Ta mepukapaiaibHUiA BAMIT.
Mig yac 3BepHeHHst noHas 60% naLlieHTiB NOBILOMASA-
FOTb NMPO 3aJMNLLKY K EANHNIA CUMMATOM, ale MoYaTKoBI
CTagii ypaxeHb cepLd 3a3BMyail 6e3cnmnToMHi. OTXe,
peTenbHe 0bCTeXeHHs NoKasaHe HaBiTb 3a BiACYTHOCTI
KNiHIYHNX NposBIB.

Hacamnepeg noTpibHO 3anuncaT enekTpokapaio-
rpamy (EKT). MpoTe yacTto EKI B1siBASiE BapiaHT HOpMWU
abo HecreunivHi 3MiHM: HecneundiuHi aHoManii
cermeHTa S-T abo 3ybuis T, Annatawito niBoro nepea-
cepsas, rinepTtpodito LWAYHOUKIB, 610Kajy OAHIEN 3 Hi-
XOK nyuyka lica, BigxuieHHsA oci BNiBO, LUTYHOUYKOBI
eKCTPacmUcToNu, clabkmii NpupicT 3ybuis R, aTpioBeH-
TPUKYNApHY 610Kagy | cTyneHs.

ExoKT - HeiHBa3MBHe 06CTeXeHHS, KOpUCHe A4
OLHFOBaHHSA KIHETUKW LLUNYHOYKIB, YHKLIT KnanaHis,
AinaHok ¢ibpo3y, rinepTpodii LWayHOUKIB | TPOMbIB.
MNpoBOAUTLCA ABOBUMIpHA TpaHCcTopakanbHa ExoKT,
3a noTpebu - yepescTpaBoxigHa ExoKI abo gocni-
J>KEHHS 3 KOHTPACTOM A/ OuUiHOBaHHS Mopdonorii
LUAYHOUYKIB i KiNbKiCHOrO OLUiHIOBaHHS rinepTpodii
NiBOro LWyHO4Ka. Ha noyaTtkoBumx cTtagiax ExoKlm moxe
He BUSABUTU XOAHWUX NATONOTIYHUX 3MiH. AKLLO KNiHiY-
Hi XapakTepucTnKn BkasytoTe Ha NEC abo BuABNeHO
3HaYHi nabopaTtopHi 3MiHK, cig BUkoHaT MPT cepug,
OCKINBbKN YyTAMBICTL i cneyndiuHiCTb LLbOro MeToay
Yy BUSAABMIEHHI iIHTpamMypanbHUX TPOM6IB BULLi. Kpim
Toro, MPT 3 ragoniHiem gae 3mory gndepeHuioBaTti
3ananeHHs Ta ¢pibpo3 i BCTaHOBUTY CTyNiHb Gibpo3y.

bioncia miokapza 3anMWwaeTbCa 30/10TUM CTaH-
JAPTOM A5 OLIHFOBAHHA €03NHOINIBHOMO ypaxeH-
HA cepug. MNigBMLLEHI PiBHI cepLeBoro TPOMoHiHY T,
O CBigYaTb NPO AereHepawiro MiOLUTIB, a TaKOX
NT-proBNP, cnyrytoTb MPOrHoCTUYHUM MapKepom
i 3a3BMYal BUSBNSIOTLCA Bif MOYaTKy XBOPOOW, HaBiTb

KniouoBi BUCHOBKMU

* Micnsa BUKNHOYEHHS BCiX aNbTePHATUBHUX MPUYMH, HaBIiTb 3a BiACyTHOCTI M'E B nepudepuyHii KpoBi, 03HaKM e031MHOINBbHOT iIHPINbTpaLi
TPaBHOIO TPAKTY Clif PO3rNfAaTh sk pisHoBKA MEC, 06MEXEHOro EANHNM OpraHoM, LLIO MOXe nepeinTn B baratocuctemHy ¢opmy MEC. Taki
naLieHT NOTPebytoTb PeTeIbHOro COCTePeXeHHS.

* He3Baxaroum Ha HeOMTNMAIIbHY YYTAMBICTb, EHA0CKOMIYHI AOCNIKEHHS BEPXHIX i HVXHIX BiAAiNiB TPaBHOro TPaKTy MOXYTb JOMOMOITY
B YCTaHOBAEHHi AiarHo3y. 151 [icTONOriYHOro NiATBepAKEHHS Cif y39TW LLioHaiMeHLUe 6 3pa3kiB 419 6ioncii 3 HopMabHOI i aHOManbHOI
CNN30B0Oi OBONOHKN.

* Yepes pu131K 3Ha4YHOTrO YpaXKeHHs! TPaBHOrO TPaKTy Ta TPOM60eM60IYHNX YCkaAHeHb Cij 3abe3neunTtu HerariHe nikyBaHHS, CMpsMoBaHe
Ha 3MeHLLeHHs eo31HOGIII, 3 BUKOPUCTaHHAM KOPTUKOCTEPOIZiB | 6ionorivHmx npenaparis.

* Pewmicist 3a3BMYali BU3HAYaETHCSA NMOEAHAHHAM €HAO0CKOMIYHOMO 06CTEXEHHS 3i 3HVKEHHSIM KilbKOCTi €031HOINIB Y TKAHMHAX TPaBHOro
TPaKTy Ta NOKPALLEHHAM CUMMTOMIB.

* BupilanbHe 3HauYeHHs 4715 BUSBNEHHS ypaXKeHb BiCLlepasbHVIX OpraHiB YepeBHOT MOPOXHVHN NMpY €03MHOINBHOMY YpaXkeHHi TPaBHOro
TpakTy MatoTb KT Ta MPT. [liarHOCTVKa 4acTo Ck1ajHa Ta I'pyHTYETLCA Ha CUMMITOMAX, pe3y/ibTaTax BisyanisaLi, FicToNoriYHoMy nigTeepaKeHHi
TKaHVHHOI eo3uHOodinii Ta Kopensuji 3 nepndepryHoro eo3nHodinieto. Bidyanisavis Mae BMpiLLanbHe 3HaYeHHS 415 BUSIBIEHHS XapaKTepHMX
opraHocneLmdiuHMX 3HaxXi4oK, Xo4a pesynbTaT BidyanisaLii HecneumdivHi.




3a HOpMasbHUX AaHux ExoKI. Baxnueo, Wwo nigsu-
LeHHS piBHA KpeaTUHKIHa3W BiJCYTHE.

LLlo cToCyeTbCst ypaxeHHsA nepndepuydHmnX CyamnH,
TO OMMCaHO BMMNAAKN TPOMBO3Y rMMBOKNX BEH i apTe-
pianbHMX TPOMOO3iB. 3pigKa MOX/INBI apTepianbHi
Ta BEHO3Hi aHeBPU3MU, NPUYOMY OCTaHHI NOTEHLINHO
daTanbHi. Takox NOBIZOMASNOCA NPO BACKYAITHY Nyp-
nypy, nanynu Ta 6aawku, GeHoMeH PeinHo 11 akpanbHi
BMPAa3KM 3 BUHUKHEHHSAM FaHrpeHu.

KniouoBi BUCHOBKU

* YpaxeHHs cepLieBO-CYANHHOT CUCTEMI MA€E CKAaAHWI NaToreHes,
LLIO XapaKTepu3y€eTbCA FOCTPMM HEKPO30M TKaHWH, TPOM6030M
i dibpo30oM.

* YpaxkeHHs cepus € NOLUMPEHUM ABULLEM i CIPUYMHAE 3HAYHY
3aXBOPIOBAHICTb | CMEPTHICTb.

* Ycim naujeHTam 3 F'EC 0608'13k0B0 NpoBoAaTh EKT i ExoKT.

® Hepeoea cucmema

IMEC acouitoeTbea 3 UHC 3 rocTpyiM BOTHULLEBUM
HeBpoaoriyHnM gediuntom. OCHOBHUMUN TUMAMN
ypaxeHb € iHCyNbT abo eHuedanonaTis; iHLWi MOX-
NINBI CTaHW OXOM/IIOKOTb FONIOBHUIA 6inb, AeMi€NiHI-
3aLit0, HEBPUT 30POBOro HepBa, 0PpTaNbMOMJIETIIO,
aTaKkcito, CyAoMU, CUHAPOMU YPAKEHHS CMUHHOIO
MO3Ky Ta BackyniT UHC. AHani3 77 B1nagkis BUSBUB,
LLIO HarinoLwpeHiWnMy Tunammn ypaxeHHs LIHC 6ynun
LiepebpoBackynspHi XBopobu (63,6%) Ta 3MiHEHWIA NcK-
XiuHWiA cTaH (40,3%). Eo3nHOGINbHa iHINBTpaLia Na-
PEeHXiMN MO3KY BUSABNSETLCA 3PiZKa, LLO BKA3ye Ha ne-
peBaXxaHHs eM60NIYHOro MexaHiaMy KAiHIYHUX NPosiBIB
ypaxeHHs LIHC, xo4a ixHin naToreHes Hef0CTaTHBLO
BVBYEHWA. IHWNMWN MOXANBUMN MeXaHi3sMaMU,
MMOBIPHO, € rinepkoarynsauia BHacnigok I'E, kapaioreH-
Ha TPOM60eMb01is, CNPUYNHEHa eHAOMIOKaPAiabHNM
$ibpo30M, a TakoX N1oKanbHI TPOMO03UM BHACIAOK
eHgoTenianbHoi ANCcOYHKLUIT LepebpanbHUX CyANH,
CNPUYMHEHOT e03nHOdINaMMU.

IHcynbT, NoB'a3aHnin 3 TEC, Ma€e neBHi ocobanBOC-
Ti, WO BIAPI3HAOTb MNOro Bif iHCYNbTIB iHLLOro NOXo-
IXKEHHS. 30KpeMa, Le ypaXxeHHs KilbKOX AiNAHOK,
0CO61BO B MPUKOPAOHHUX 30HaxX. OTXe, KOPUCHUM
AIATHOCTUYHUM IHCTPYMEHTOM € 6aratopokycHa
MPT ronoBHoro Mo3ky, aka Mo>xe B1U3Ha4YNTUN PO3-
noain uepebpanbHOi iLlemii B MPUKOPAOHHIM 30HI
M IHWKX AinaHKax KOpwW. IHCynbT, nos'a3aHuin 3 TEC,
nepeBaXxae B Y0NOBIKIB; Yy 73% BUNAaAKIB iHCYNbT
Ma€ CUMMTOMMU.

IHwnm nposiom MEC € nepudepmnyHa Helponaris,
KOTpa YacTo BUHWKAE MPU iHWNX €03NHODINTBHNX
3aXBOPIOBAaHHSAX, 30KpeMa eo3nHOGIIbHOMY rpaHy-
nemartosi 3 noniaHriitom. Y nauieHTie 3 N'EC yacTiwe
CMOCTepiraeTbCs NONIHeNPONaTisa, TOAi K Y NaLieHTIB
3 €03UHOGINBLHUM rpaHyN1eMaTo30M 3 NOiaHriiTOM
AOMIHYE MYNbTUMNEKCHUIA MOHOHEBPUT ab0o BaCKy T
nepudepruyHmNX HepBiIB.

Crtparterii nikyBaHHsS HeBposoriyHMx npossis NEC
OXOMKOOTE CTepoian, unknodocdamis, aHTMkoary-
NAHTW, aHTUarperaHTn Ta Menosnisymab.

KniouoBi BUCHOBKM

* TEC acoLtoeTbCA 3 KilbkOMa HEBPOIOTiYHVMY NPOsSiBaMK, 3yMOB-
NEHVMU YPaXeHHSIM LieHTpanbHoi abo neprdepryHoi HepBOBOI
cncTeMu.

* HalinoLumpeHiwmmMm € LepebpoBackynsipHi XBOPO6Y Ta NoniHei-
ponaris.

* [aToreHeTYHi MeXaHi3M¥ OXOMJIKOHOTh FiNepKoary ALt BHACTIA0K
I'E; kapgioreHHy TpomM60emMb0-ito, CNPUYNHEHY eHAOMIOKapAianbHUM
$ibpo30M; NoKanbHi TPOM603KM BHACTIAOK eHAoTeNianbHOT ANChYHKLT
LiepebpanbHNX CyAVH, 3yMOB/EHOT eo3nHobinamu.

BAPIAHTW NNIKYBAHHA

CyuvacHi nigxoaun go nikysaHHa MNEC intoctpye
pUCyHOK 2. Ha pncyHKy 3 MiAcyMOBaHO pekoMeHAaLlil
SIAAIC wogo nikyBaHHA TEC 3an1eXHO Big, cTagii Ta Kni-
HiYHOI KapPTUHW.

® TpaduyiiiHi 3acobu

Ans naujeHTie 3 NEC npenapatamu | niHii € kopTy-
KocTepoian. PekomeHA0BaHa A03a NpeAHi3oHy AN
JOPOCNNX KONBAETLCA Big 40 Mr/geHb 4o 1 Mr/kr/aeHs
nepopanbHO; B TAXKUX BUMagKax Cif BUKOPUCTOBY-
BaTV 1 I METUNMNPEAHI30/I0HY Ha AeHb. Y aiTei 3 TEC,
MOXHa BMKOPUCTOBYBATU METUMPEAHI30/I0H Y A03i
2 Mr/kr/aeHsb. JlikyBaHHSI KOPTUKOCTepOiZaMu 3abe3ne-
UYE LLIBUAKE 3HMKEHHS KiNbKOCTi e03nHOoiNiB Yy binb-
LIOCTi NaLieHTIB. MpOoTe 3HMXEHHA 403U KOPTUKOCTe-
poiziB Ma€ byTV MOCTYNOBUM i TPMBaNUM (MegiaHHa
nigTpuMyBasbHa fo3a - 10 Mr/geHb). HeonnactnyHi
M'EC ripwie BiANoOBIfaOTb Ha KOPTUKOCTEPOIAM, HiX
FEC, e031MHOGINbHWI rpaHy1IemMaTos i3 NoiaHriiTom
i TEC 3 ypaXKeHHsAM €ANHOro opraHa.

BiACyTHICTb 3HWXKEeHHSA eo31HOINIB KPOoBI Nij BRAN-
BOM KOPTMKOCTEPOIAiB YKa3ye Ha NOTpeby iHTeHcndika-
LT NikyBaHHSA LUSIXOM AOLaBaHHS APYroro npenapary.
Y pa3i pedpaktepHocTi Ak Tepanito | niHii 3anporno-
HOBAaHO TiAPOKCNCEYOBUHY (£ KOPTUKOCTEPOIAN).
FippokcrceyoBnHA ePeKTUBHO KOHTPOJTHOE KiNbKiCTb
nenkouunTie Ta eo3nHodiNiB, ane fokasis ii BNANBY
Ha npupogHWiA nepebir FEC Hemae. BapiaHTom Tepanii
[l NiHiT N5 NauieHTiB, AKi He pearyroTb Ha KOPTUKOCTe-
poiau Ta riApoKCcMce4oBrHy abo He NepeHoCaThb iX,
€ iHTepdepoH-a, 34aTHUIA CAPUATY remMaToNoriuHIl
abo LMTOreHeTUYHIl pemicii Ta 3BOPOTHOMY ypaxKeH-
HIO OpraHiB. Y NaLi€HTIB 3 arpecnBHVIMY BapiaHTamu
XBOPO6U 6ynm cnpobum anoreHHoi TpaHcnaaHTaL,ii
reMomnoeTUYHNX CTOBOYPOBUX KNITUH KiCTKOBOTrO MO3-
Ky / nepndepnYHOi KPOoBi 3 Pi3HNMK pe3ysibTaTaMu.
Nenkadepes Moxe CIPUATY TUMUYACOBOMY 3HUXKEH-
HI0 BUCOKOI KiNbKOCTi NekouunTiB Ta eo3nHooinis,
aie € HeepeKTUBHMM Y AOBrOCTPOKOBI NepcreKkTuBiI.
AHTUTPOMbBOLUNTAPHI M aHTUKOArynsHTHI 3acobwu
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MNpepHizoH
lippokcucevoBuHa
IHTepdepoH-a
[excnpaminekcon

Puc. 2. 3aco6u ana nikyBaHHsa MEC: TpaguuiiiHi, HOBI Ta NpenapaTu Ha cTaAii po3po6ieHHA

Mpumimku. ETV6 - mpaHckpunyidiHul gakmop-6 eapiaHma ETS; FGFRT - peyenmop-1 ¢pakmopa pocmy ¢i6pobaacmis; FLT3 - Fms-nog’a3aHuli
peyenmop mupo3uHKiHa3u-3; I/1-5R - peyenmop iHmepaelkiHy-5; ISE - imyHo2106yniH E; JAK2 - AHyc-kiHa3a-2.

NikyBaHHA HemienoigHoro NEC
_ CuMnToMum 3/6€3 floKa3iB ypaXkeHHs opraHiB be3 cuMnTomiB,

l A ¢ 6e3 ypa>keHHsl opraHiB

Pewmicist AHTUKOArynsaHTM/ Bucoka fo3a cTepoigis”
W CuctemHi aHTMarperaHTun BIAMOBIAHO 0 KNiHIYHOro
P cTepoign Posrnapatotbes, HaBaHTaXeHHs
AKLLO €03MHOGINN KPOBI

>5000/MKA i 38 HasiBHOCTI
KOMOPBifHNX cepLieBo-
Y CYANHHUX 3aXBOPOBaHb
‘V SKLLO € ypakeHHs
. opraHa
AHTUNapa3uUTapHe ikyBaHHs (3%83 Canrouts)
AKLLO KOHTPONL [In91 yHUKHERHS PO3rNsAaETHCA 33 MOTPE6U BUCOKOI 031 CTEPOIiB
HeajeKkBaTHA cTepoiaia i 33 HeraTMBHUX pe3ynbTaTiB NapasuTapHUX
AocnifkeHs Kany
BionoriuHa Tepanis aHTuK-1/1-5

Menonizyma6 300 Mr MigLLKIPHO L0 4 TUXHI

PE®PAKTEPHICTb

Uunknodochamipg MerinboBaHwMii IHri6iTop IMaTnHI6™ OHKoKap6ia
a6o puTyKcuma6 iHTep¢pepoH-a AHyc-KiHa3
(He 3a Npu3HaYeHHAM) (He 3a NpU3HaYeHHAM) (He 3a NpU3HaYeHHAM) (He 3a NpU3HaYeHHAM) (He 3a NpU3HaYeHHAM)

Puc. 3. PekomeHpaii SIAAIC Wwo/a0 TepaneBTUYHOrO NigxoAy Ao nikyBaHHA NEC 3anexHo
BiA cTaAii xBOpo6u Ta KJiHIYHOI KapTUHU

Mpumimku. * Hasime skwjo dugepeHyiliHuli diazHo3 y Mexcax niomunie MEC He nidmeepdxeHo 8 pa3i MAMK020, 302Pp03/1UB020 0415 HUM-
ms eo3UHOPiNbHO20 ypaxeHHs OUXaAbHOI, cepyeso-cyOUHHOI abo Hepa8oesoi cucmemu, NOYAMKO8e /iKY8AHHSA IPyHMYyEMbCA Ha mepanii
npeodHi3oHoM y 003i 1 M2/k2/0eHs, sKili nepedye 8HympiluHb08eHHA NybC-mepanis MemMuaANPeoHi30N0HOM 5-15 M2/ke/deHb (MaKCUMyM -
1000 m2) npomsazom 3 dHis. ™ Ocobauso 8 nayieHmie 3 e03UHOYiNLHOK Heonaasier 3 nepebydosoro peyenmopa A/B pakmopa pocmy
mpoméoyumis.

MOXYTb ByTI KOPUCHUMW ANS 3aM0biraHHA TPOMB60eM-  MOXYTb BMKOPUCTOBYBaTUCA B NMauieHTiB 3 NEC
60nii; NpoTe CTaHAAPTU30BaHWU MiAXif, WO Peryntoe  AAst KOHTPOJI0 XBOPO6W Ta 3a NOTPebU YHUKHEHHS
X BUKOPUCTaHHSA 5K MepBUHHOI NpodinakT1km B NaLi-  CTepoigis.

€HTiB 3 TEC, NOKW L0 BiACYTHIN. IHLWI iMyHOCYNpecuBHI BrKOPUNCTaHHA eMMipUYHNX NpoTunapasnTap-
3aCo6U (LMKIOCNOPWH, a3aTionpuyH, MeToTpeKcaT)  HUX 3acobis (paybeHaazon, ansbeHason) yce e €



npesMeToM AUNCKYCIA. MPUXUABHUKN LbOro Nigxoay
NiAKPecntooTs BapiabenbHy YyTANBICTb CEPONOTIHHMX
MeTOAiB i TecTiB A7 BUABNEHHSA MapasunTiB y Kani,
a TaKoX CrpUATANBUYA NMpodinb 6e3nekn Ta HN3bKy
BapTICTb LMX NpenaparTis, Lo YacTo Aa€E MOXJIUBICTb
YHUKHYTU focnigxeHs |l niHii. Kpim Toro, o6 3anobirtu
TAXKKI peakLii, cnpuymnHeHin Strongyloides stercoralis,
y naujieHTie 3 NEC, Aki OTPUMYIOTE KOPTUKOCTEPOIAN,
BApPTO MPU3HAYUTL NPOTUrEeNbMIHTHII 3acib iBepmek-
TUH Yy A03i 200 MKr/Kry 1-1 AeHb nauieHTam 3 NoTeH-
LiNHUM KOHTAKTOM i3 LM re/ibMiHTOM B aHaMHe3i;
B pasi AiarHOCTVNYHOIO NiATBEPAXKEHHSA CTPOHTINOIA0-
3y A04ATKOBO MPU3HAYaKTh APYry 403y Ha 2-i abo
15-1 geHb.

EbekTMBHMM MeTOAOM NiKyBaHHA NauieHTIB
3 TEC, cnpnyYnHeHM e03MHOINbHOK HEOM1a3MOot0
3 nepebygosoto PDGFRA/B, € iMmaTnHib. MNauieHTn
3 [E Ta knoHanbHUM Mmapkepom FIPTLT-PDGFRA Hane-
XaTb A0 KaTeropii «<Mienoigni/nimeoigHi Heonnasmm
3 €031HOINIED Ta 3NUTTAM FreHiB TUPO3UHKIHA3U»
1 3a3BMYa LEMOHCTPYIOTh YyA0BY BiANOBIAb Ha iMa-
TUHI6. BinbLUiCTb NALEHTIB AOCAratoTb MONEKYNAPHOI
pewmicii npu 4o3i 100 Mr/aeHb; NiATprMyBanbHa A03a
Moxe KonueaTtuca Big 100 go 400 mr/aeHb. Ansa na-
LiEHTIB 3 MIENOIAHUMW/NIMPOIAHVMI HEOMAAa3MaMU
3 e03MHOQINIEL0 Ta 3ANTTAM reHiB TUPO3UNHKIHA3K 3 eo-
3mHodinieto i nepebygosoto PDGFRB pekoMeHA0BaHa
£103a iMaTUHIBy cTaHoBUTL 400 Mr/aeHb Ans IHAYKLIT
pewmicii Ta 100 Mr/geHb ans nigTpymanHs. MNpodine
6e3neky iMaTUHIBY Npy €03NHOINBHNX 3aXBOPHO-
BaHHAX 3a3BMYail yKasye Ha 406py NepeHoCnMICTb,
X04a OMMCaHO KiJibKa BUMNaAKIB KapAioreHHOro LLOoKY.

IHri6iTop FGFR1 nemiraTnHi6 HelwloaaBHO 6yB CxBa-
neHni YnpasniHHam CLLA 3 KOHTpOtO NMPOAOBO/b-
cTBa Ta MegmkameHTiB (FDA) ana nikyBaHHA navieH-
TiB 3 MIENOIAHUMU/NIMPOILHVMY HOBOYTBOPEHHSMMU
3 nepebyaosoto FGFR1. IHribiTop JAK1/JAK2 pykconi-
TUHI6 Hapasi gocnigxyeTbesa npu NEC i nepBUHHUX
e031HOPINbHMX 3axBoptoBaHHAX (NCT03801434,
NCT00044304; www.clincaltrials.gov).

baraToHagiliHi pe3ynbTaTyi NPOAEMOHCTPYBaNu
AOJATKOBI MeToAM Tepanii iHribiTopaMn TUPO3UNH-
KiHasu, cnpsaMoBaHMK Ha JAK2 Ta FLT3. HapewTi,
eKkcrneprMeHTanbHUI NPOTUNYXAUHHWIA Npenapat
[acaTnHIb, po3pobnieHNn ana 610KyBaHHS PyHK-
uit BCR-ABL, Hell04aBHO OLiHHOBAaBCA MPU KibKOX
MienonponipepaTnBHNX 3aXBOPHOBAHHSX, BKJIIOYHO
3 TEC (NCT00255346).

3aranoMm 3 yBefeHHAM iHri6iTopiB TUPO3UHKiHa-
31 3HAYHO NOKpPALLMBCA NPUPOAHUIKM Nepebir MEC,
nog'asaHoro 3 MLN-TK Ta nepebynosamu PDGFRA uun
PDGFRB. MNpoTe HOBOYTBOPEHHS 3i 3AUTTAM FGFRT,
JAK2 Ta FLT3 4 ETV6::ABLT feMOHCTpYIOTb BapiabenbHy
UYTAWBICTb A0 iHTIBITOPIB TUPO3WHKIHA3W. Y 6inb-
LLIOCTi TaKWX BUMNAAKiB E4UHNM AOCTYMHUM METO/0M

NiKyBaHHS € aforeHHa TpaHCcnIaHTaLlisa reMmonoeTny-
HWUX CTOBOYPOBUX KNITUH.

KniouoBi BUCHOBKMU

* KopTurkoctepoian (NpeaHi30i0H 1 Mr/Kr) € Tepanieto | AiHii
Aans naujeHTis 3 TEC,

* IMaTVHI6 BBaXa€eTbC METOAO0M JlikyBaHHA HOBOYTBOPEHb 3 nepe-
6yaoBoto PDGFRA/B i1 eosnHodinieto. LiinboBi MeToam nikyBaHHSA
NaLieHTIB 3 IHLWMMW MONeKyNapHUMM NepebysoBaMmn Hapasi
AOCNIXKYHOTHCSA.

*» lofaTtkoBi cTpaTerii NikyBaHHA OXOMJIHOOTh MAPOKCMCEUOBUHY,
iHTepdepoH-a, aHTUTPOMBOLUTAPHI 1 aHTUKOArynsaHTHI 3acobu,
a TaKoX anoreHHy TPaHCMAaHTaL,ito CTOBOYPOBUX KNITUH KiCTKO-
BOro MO3ky / nepndepmnyHoi KpoBi.

B biono2ivyHi npenapamu

[MepBMHHOK KiHLEBOI TOUKOK NikyBaHHA NEC €
KNiHIYHa peMmicida. Y pasi TAXKOro ypaxxeHHs opraHis
NnoJasibLLIOK METOH € JOCATHEHHSA remMaTo/IoriyHoi pe-
micii (AKE <0,5x10%/n) ana yHUKHEHHS peunamBy. Xo4a
B 6inbLUOCTi NaujieHTiB 3 FEC cnocTepiraeTbes BUCOKNIA
No4YaTKOBUIA piBEeHb BiAMNOBIAI HA KOPTUKOCTEPOIAN,
€ 6araTo BMNaAKiB BUHNKHEHHSA pedpakTepHOCTI
3 4acoM abo NobiYHKX edeKTiB Bif TPVBAIOro 3acTo-
CYyBaHHAM KOPTUKOCTEPOIAiB.

KntouoBy posnb y andepeHLiiadii, akTmeaLlii Ta BUXU-
BaHHi eo3rHo®INiB Bigirpae I/1-5. ToMy MOHOKNOHAaNBHI
aHTUTING, CNPAMOBAaHI Ha Lel UMTOKIH, BUKOPUCTO-
BYIOTbCS 414 NikyBaHHA [EC. 3okpema, menonisymab
610Kye 3B'A3yBaHHSA I/1-5 3 a-naHuorom peuenTtopa
I1-5, Wwo ekcnpecyeTbcsa Ha eo3nHodinax; Lue eanHe
MOHOK/IOHa/bHe aHTUTINO, Hapa3i cxBaneHe FDA
Ta EBpPONENCbKMM areHTCTBOM 3 NiKapCbKMX 3acobiB
(EMA) sik goZiaTkoBa Tepanisa Ans 4opoC/iNX NaLieHTIB
3 He,0CTaTHBO KOHTPONbOBaHUM EC 6e3 izeHTndiKo-
BaHOI HEremaTtoJ/IoriYHoi BTOPVHHOT MPUYNHN B A03i
300 Mr / 4 TvkHi. MoYaTKOBI KNiHIYHI BUMPOBYBaHHS
NoKasanu 3HMXKEHHS KiIbKOCTi e031MHOGINIB Y KPOBI,
edekT 36epexxeHHs il nrepopanbHUX KOPTUKOCTEPOIAiB
i MOKpaLLeHHA CMATOMIB (CBEPHIX, YPaXKeHHS LUKi-
pu, NONINO3 HOCa, Ancdaris) Npu 3aCcTOCyBaHHI 403K
750 Mr BHYTPIiLLHBbOBEHHO. PaHZOMi30BaHe naauebo-
KOHTponboBaHe gocnigxeHHs Il da3n (NCT02836496)
[A04AaTKOBO NMPOAEMOHCTPYBasio 6e3neky i ebekTnBe-
HiCTb Menonisymaby B 403i 300 Mr nigWwKipHO Lo
4 TWXKHI; CNoCTepirasoca 3MeHLeHHs YacToTu 3a-
rocTpeHb (To6TO NoripLeHHs CUMITOMIB ab0 36inb-
LLIeHHSA KiNbKOCTi €031HOGINIB Y KPOBI, L0 NoTpeby-
Ba/10 TepaneBTUYHOI eckanauii). LLlogo BnKopncTaHHA
Menonizymaby 3a/MLLa€eTbCA HM3Ka NNTaHb, 30Kpema
NPOrHO3yBaHHS BiAMNOBIAI Ha NiKyBaHHSA. Y AOCTIAXKEHHI
NCT02836496 ycTaHOBMIEHO: epeKTUBHICTL NpenapaTy
He NOoB'A3aHa 3 M0YaTKOBO KiNbKiCTIO eo3nHobINIB
Y KpOBi Ta piBHeM I/1-5, LLLO He y3roAXY€eTbCs 3 iHLWNMU/
AaHVUMW, KOTPi BKasyBaauy Ha KOPensaLiro KNiHiYHOI
BiZANoOBiAi 3 piBHAMMN 1/1-5 Ha NoYaTKy JOCAIAKEHHS
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B NaLjieHTIB, AKi OTPUMYyBau Menonisymab y Ao3i 750 mr.
Okpim TOro, HOBI AaHi, OTpPYMaHi B peasnibHVX YMOBaXx,
NiAKPECTE MOXJINBICTL MepPCcoHasli30BaHOI 403U
menonizymaby (300 Mr / 4 TvikHi npoTn 100 Mr / 4 TUXHI)
BiZAMOBIAHO A0 CTaAii XBopobu (iHAyKLis pemicii npoTn
NiATPUMaHHSA pemicii) h IHANBIAYaNbHUX XapakTepuc-
TVK NaLieHTa.

Pecnisymab - Le rymaHisoBaHe MOHOK/I0HabHe
AHTUTINO, LLLO 3B'A3YETLCA 3 LUPKYAOBaNbHUM I/1-5,
3anobiratoum Noro 3B'A3yBaHHI0 3 peLenTtopom IJ1-5.
JaHi Npo noro BUKOpMCTaHHSA B nauieHTiB 3 'EC obme-
>KeHi OKpeMUMU KNiHIYHUMY BUMNAAKaMW Ta HEBEJIMKM
focnifpkeHHsaM | dasun, e onmcaHo Moro BUKOPUCTaH-
HA B 4 nauieHTiB 3 TEC. Y 2 nauieHTiB crnocTepiranncs
LBUAKE 3HVXKEHHS KiNIbKOCTi €031MHOGINIB, 3HVKHEHHS
LLUKIPHOrO BUCMMY, BMPA30K Ha C/IM30BMX 0O0NOHKAX,
AHTOHEBPOTNYHOrO HabpsiKy, BTOMU, Mianrii 1 apTpan-
ril; B 1 naujieHTa cnocrepiranocs WeBNAKe 3HVXXEHHS
KiflbKOCTi eo3nHOoGINiB, 1 NauieHT He BiANOBIB Ha Ni-
KyBaHHSA. ONMCaHO TakoX BUMAAKN BUKOPUCTAHHS
pecnizymaby ans nikyBaHHa nimpoumtapHoro MNeC.

BeHpanizymab - rymaHisoBaHe MOHOKJ/IOHa/b-
He aHTUTINO, CNPAMOBAaHE Ha a-CyboamnHuLo IJ1-5R.
BiH B/CHaXye e031HOGINV Ta IXHI nonepeAHNKN LLNS-
XOM @HTUTIN03aneXHOT KNiITMHHO-0MoCcepeAKoBaHOI
LMTOTOKCMYHOCTI Ta Hapasi cxBaneHuin 9K 4o4aTKOBa
nigTpMyBasbHa Tepania 419 ZOPOC/INX 3 TAXKOH eo-
3MHOQINBHOK acTMOL0. Y MOABIHO cninomy niae-
60-KOHTPONLOBaHOMY AocnifkeHHi Il da3n Ta B okpemmnx
KNIHIYHMX BUNajKax 6eHpanisymab npojeMoHCTpyBaB
edeKTVBHICTb y NauieHTiB 3 FEC, pe3ncTeHTHWX 40 Niky-
BaHHA Ta HeraTyBHKUX Ha PDGFRA. Hapasi TpuBace fo-
cnigxeHns |l dasm 3 6eHpanizymabom (NCT04191304).

HapewrTi, TpMBa€e paHAOMi30BaHe, NOABIN-
HO c/ine niayeb0-KOHTPOIbOBaHe AOCNIAKEHHS
(NCT05334368), sike B1BYAE ePpeKTUBHICTb | 6e3neky
JenemMokimaby - MOHOK/IOHaNbHOMO aHTUTIIa TPU-
BaJ101 4il, aHTaroHicTa peuentopa I/1-5, y gopocanx
3 HeKOHTponboBaHuM MNEC.

KniouoBi BUCHOBKM

* [Micna noyaTtkoBoI BiANOBIA( B NavjieHTiB 3 FTEC MOXe BUHUKHYTH
PE3VCTEHTHICTb 40 KOPTUKOCTEPOIAiB abo 3HauHI MNoBGiuHI edekTu.
* Menonizyma6 300 Mr / 4 TUxXHI - Lie nepLua bionoriyHa Tepanis,
cxBasieHa 419 nikyBaHH:A TEC.

* € NOBIAOMNEHHA NMPO BUKOPUCTAHHSA iHWWX Bionoriy-
HUX nNpenapariB, cnpsMoBaHuMx Ha I/1-5 (pecnisymab, 6eH-
panizymab i genemokimab), abo pisHMX 403 Menonizymaby
B naujeHTiB 3 MEC.

BEAEHHA
CNEUNDIYHOIO YPAXXEHHA OPIrAHIB,
NOB'A3AHOIO 3 TEC

Akwo giarHoctoBaHo NEC, cnctemMHa Tepanis
Ha OCHOBI CTEPOIAiB € 060B'A3KOBOIO, LLLOOW CPUATY

pemicii Ta/abo 3ano6irTy U 06MeEXNTN HE3BOPOTHE
MOLLKOZXKEHHS OpraHiB y XPOHiuHii dasi, HaBiTb y pasi
YpaxeHHs eANHOro opraHa. Ans nigTpuMaHHs GyHKLin
MeBHVX OpraHiB abo ycyHeHHs nopyLueHb yHacniAoK
X MOLUKOAXEHHS!, MOXe B6yTUN KOPUCHUM MOELHAHHSA
CTepOoIAiB i3 Li/IbOBOKO Tepanieo. Hanpuknag, y pasi
cepLeBoi HeJOCTaTHOCTI peKOMeHAYETLCA BUKOPUCTO-
BYBaTWV TPAAWLIHI cTpaTeril: aHTUrinepTeH3nBHI 3a-
cobw, aiypetukn, B-6nokatopu abo iHLLi, BiANOBIAHO
[0 KniHiuHOro npodinto.

PEKOMEHAALLI
040 KOMMJIEKCHOIO
TA MDXKANCUWUMNIHAPHOIO MiAXoAy

SAK 7 iHWi pigkicHi xBopo6bwu, N'EC yacTo ni3Ho giar-
HOCTYHOTb Yepes3 0bMexXeHUn JOCBIA i NoraHy obisHa-
HiCTb 6inbLUOCTI nikapiB. Okpim Toro, nauieHTn 3 N'EC
3a3BMYal MaTb HecneundivyHi CUMATOMM, LLO Le
6iNnblue yCKIaZHKE CBOEYACHY AiarHOCTUKY Ta NiKy-
BaHHS.

OTxe, NOTPIBHO NOKPALLUNTU 3HAHHS NMPO XBOPO-
By cepes yCixX KNiHILMCTIB, AKi NOTEHLIHO MOXYTb
BMABUTK NauieHTiB 3 TEC, Big NepBUHHOT NaHKKN
[0 crnevjianizoBaHol MeANYHOI Jonomorn. JouinbHo
3anpoBaAnTN CUCTEMY Ha MiACTaBi YePBOHWMX Npa-
nopuis, aganToBaHy BiANOBIAHO A0 AOCBiAy Nikapis.

Mo-apyre, nicna GopmyntoBaHHA KIHIYHOI Nigo3pn
BaXNNBUM € epeKT1BHE HanpaB/ieHHs 419 CKOPOYeH-
HA WNAXY NauieHTiB. CTBOPEHHA MiXANCLUMMNAIHAPHOT
rpynu, AKa 3anyyvae pisHuX cneuianicTis, WO crewia-
nisytotbed Ha MNEC, MoXe MokpaLwmT SKiCTb HaJaHHSA
MeAMYHOT fonomoru nauieHtam 3 TEC,

KnrouyoBi BUCHOBKU

* BusiBneHHs nauieHTie 3 FEC noTpebye nokpaLleHHs 3aranbHnX
3HaHb MPO XBOPObY cepej ycix Nikapis, AKi MOTEHLiIHO MOXYTb
BUSIBUTU TakMX NauieHTiB. CUcTema, Lo I'PYHTYETLCA Ha YEPBOHNX
npanopugx, Moxe JONOMOrT/ B PO3Mi3HaBaHHI Ta HanNpas/ieHHI
naLieHTiB.

» Cniig KOHCONIAyBaTW CrieLianizoBaHi LWASXN MenYHOI JOMOMO-
M, WO 06'€AHYIOTb NMEPBUHHY NaHKY Ta creLianizoBaHi LeHTpu.
« BaratogucumnaiHapHUiA Nigxia fo Bunagakis NEC € Baxnneum
Y KNiHIYHIA npakTuui.

BUCHOBKW

EC oXOMnntoE reTeporeHHy Ta CknagHy rpyny rirnep-
€031HOINBHMX po3nagiB. He3Baxakumn Ha 3pOCTaHHS
HayKOBOrO iHTepecy Ao Liei npobaemu, natobionoris,
deHOoTUNYBaHHSA 1 NepcoHanisoBaHe NikyBaHHS Mo-
TpebytoTb NoZanbLUoro BuByeHHs. Kpim Toro, NEC
€ «ZiarHO30M BUK/IHOUEHHSI», a TPAEKTOPIS XBOPOHU
Ta NOTeHLiNHa KiHIYHa 3HaYYLLICTL NEeBHUX BapiaHTIB
AoTenep HeBifOMiI. 3 MPakTUYHOro NOrNAAy HaliHa-
rafbHilWWMK NpobaemMamu € CKOPOUeHHS JiarHoc-
TUYHOT 3aTPUMKM Ta yacy A0 MnovaTky BiANOBIAHOIO



NiKkyBaHHSA. HelwoaBHO 3'ABUANCA BapiaHTW LiNbOBOI

Tepanii NEC, wo wie binbLue akTyanisye noTpeby paH-
HbOT AiarHOCTUKN 1 OLiHIOBAHHSA ANS BU3HAYEeHHS Npui-
JATHOCTI NaLieHTa Ao Bi4MNOBIAHVX BapiaHTIB Teparnil.
Ana ebekTMBHOMO BMpILLEHHS HAYKOBUX | MPaKTUYHUX
NUTaHb BUMNPaBAaHWIA baraToancUMnAiHapHWIA Nigxia,
AKWIA JA€ 3MOTY MOA0NaTN 06MEeXeHUI JOCBI BejeHHSs
navieHTIB 3 pigKicHMMK XBopobamu. Lien gokymeHT
€ MepLuoto Aieto, KOTpy 3aBepLumna SIAAIC y mexax
LIMPLLOrO MPOEKTY, CMPSAMOBAHOI0 Ha CTBOPEHHS

NitepaTtypa

CNiNbHOT HauioHanbHOT Mepexi NEC ana nauieHTiB
i nikapi.. MaLUieHTX 3MOXYTb OTpUMaTK iHGOpMaLiito
MpO po3TallyBaHHSA creuianizoBaHVX LLEeHTPIB Niky-
BaHHA [EC. KopncTb Ana KNiHILUCTIB nongratumMe
y CTBOPEHHI CTPYKTYpPOBaHOI MepeXi, Lo cnpusaTiMe
360py AaHUX Ta iX 0B6MiHY 3 HAyKOBOIO MeTO0. 3asBa
SIAAIC He MiCTUTb CMCTEeMAaTUYHOTO OrJIAAY, a 3anpo-
NMOHOBaHi pekoMeHaaLii BifobpaxatoTb eKCepTHNI
nigxis, AKNN Moxe ByTU ynepeaxXeHUM 3 NOrnaay
MeToA0NO0ril.
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