JIOKA30BA MEANLIMHA. OBFTOBOPHOEMO

BEAEHHA MALUIEHTIB
STINMEPEOSVIHODIJTIBHVM CMHOPOMOM®

YacTnHa 1

Mepeknana G adanmysana KaHO. med. Hayk On162a Koposok
Eo3nHodinm - e TepMiHanbHO andepeHLuinoBaHi TeNKoLnTr

3 UMTONNA3MATUYHUMW FPaHyaMu, AKi MICTATb 6I0NOTYHO aKTUBHI MOJIEKYNN:
eo3nHodinnepokcnaasy, eosnHoGINbHNN KaTiOHHN 6iI0K, OCHOBHUIA

6a30BuUin BINOK i AeKinbka LMTOKIHIB, 30KpeMa TpaHchopmyBanbHUIA dakTop
pOCTY-B. EO31HO®INN yTBOPIOKTECSA B KICTKOBOMY MO3KY 3 MY/IbTUMNOTEHTHUX
reMonoeTUYHNX CTOBOYPOBUX KNITUH, SKi MepeTBOPHOOTHCS Ha NoMNepesHNKN
eo3nHo¢iNiB, KOTPI AndepeHLitoTbCA B 3pifli KNITUHW. 3pini eo3nHOodinu
3a/1IMLLAK0TE KiCTKOBUIA MO30K i MOTPAanAOTh Y KPOB, Ae LMPKYIHTh

NpUGAN3HO 1 AeHb, MiCas8 YOro MirpyroTb Y TKAHWUHW: CIN30Bi 060/10HKN
TPaBHOrO TPAKTY, TUMYC, CeNe3iHKY, NiMPaTNYHI BY3a1 Ta MaTKy. B iHLINX 3J0pOBUX TKaHUHAX
Ta opraHax IloAnNHU eo3nHOoGINY 3a3BmYart He TpannaTbCA. LLogo GyHKLT, TO e031HOINN 3HAYHOK
MipOHO CMPUAIOTH 3aXMCTY rOCNoAaps Bif 30BHILLUHIX NaTOreHiB, asie 0CTaHHIM YacoM X MOB'A3YHOTh
3 perynsuieto pemoentoBaHHA Ta ¢pibpo3y TKaHMH, a TAKOX 3 PeryiaLiero iHWNX iIMyHHNX peakLiiA.

Eo3nHOiNis BM3HaYa€eTLCA SK NiABULLEHNIA PiBEHD
eo3nHodiniB y neprdepunyHiii KpoBi, Lo crocTepira-
ETbCA MPU KiNbKOX 3aNafbHNX i peakTUBHWX CTaHaxX.
Y HOpMi abcotoTHa KinbKicTb eo3nHodinis (AKE) B nepu-
depunyHiIn Kposi ctaHoBUTL (0,05-0,5)x10%n; B acnipaTtax
KiCTKOBOro MO3KY Ha 3pifii e031Hodinv npunagac 1-6%.

3a knacudikaLliero e03MHOPINBLHNUX po3nagis Mix-
HapoAHOI KoonepaTBHOI POBOYOI rpynu 3 e03NHO-
dinbHMX po3nagis (ICOG-EO) 2011 poky 3 nepernsiom
2022 poky, AKE >0,5x10° 1 BM3Ha4atoTb 9K €031HO-
oinito, AKE =1,5x10°%n - Ak rinepeo3snHodinito (M'E).
CBOEIO Yepro, 3a ctyneHem nigsueHHA AKE sugi-
NAOTb nerky eo3nHoodinito, momipHy Ta Taxky E: (0,5-
1,49)x10°%/n; (1,5-5,0)x10°%/n i >5,0x10°/ n BignoBigHO.
3a TpmBanicTo eo3nHooiNia knacudikyeTbCa Ha eni-
304 MYHY, TUMYaCcoBY Ta CTiKY (MepCcnUCTUBHY). EANHUX
KpUTepIiB 419 BU3HAYeHHS CTiKOI e031HOINIT HeMaE:
1) AKE >1,5%10%n ynpogoBx =6 micauis (Chusid M.J.
et al., 1975); 2) AKE >1,5x10%n ynpozoBxX =4 TUXHIB
(Khoury J.D. et al., 2022); 3) AKE =21,5%10°n, 3apee-
CTpOBaHa NPUHariMHi ABiYi BNPOAOBX LLlOHaIMeHLLe
2 TkHiB (Poboua KOHpepeHUis 3 e03MHOGINbHNX
po3nagis i cMHApPOMIB; BigeHb, 2021).

BusiBneHHA OCHOBHOI MPUYNHN TPaH3UTOPHOI E
Ta NiATUNY rinepeosnHodinbHoro cnHapomy (MEC) mae
BMpiLlanbHe 3HaYeHHS 415 BM6opy HalbinbLL Bigno-
BiJHOr O NiKyBaHHS 1 ONTVMManbHOI TakTUKM Nojanb-
LLIOTO cnocTepexeHHs. lMicna nepLuoro suasieHHs MN'E

notpeba B flikyBaHHi abo 3acToCyBaHHi cTpaTerii
«CMOCTePEeXeHHS N OYiKyBaHHS» 3aBXAN I'PYHTYETHCS
Ha KNIHIYHUX CUMATOMAX | MOTEHLUIIHOMY YpaXkeHHi
OpraHiB yHacnifok eo3nHodinii. OTxe, MEHeLKMEHT
Ma€ BM3HauaTnCH iHAMBIAYyalbHO.

KpuTepiem TkaHNHHOI [E € NprHaiMHI 0A4Ha 3 Taknx
yMoOB: 1) eo3nHo}iNM cTaHoBAATL >20% ycix aaep-
HUX KNITVH Y 3pi3ax KicTKOBOro MO3KYy; 2) MaTonor 3a-
JOKYMEHTYBaB MaCVBHY €03UHOGINbHY iHGINbTPaLLito
TKaHVH NOPIBHAHO 3 «HOPManbHUMU Gi3ioN0oriyHnMN
AianasoHamu»; 3) iMyHobapbyBaHHSA BUSBASE BUpa-
XeHe No3akiTUHHE BiAKNaaeHHs BinkiB, L0 NOX0oAATh
BiJ eo3nHoiniB.

MepcuctmeHa I'E moxe acouitoBaTncd 3 iHOINbTPa-
LLiEO OpraHiB i TKAHWH, LLO NPU3BOAUTBL A0 IX MOLLUKO-
[AXKEHHS, CNPUYNHEHOTO BUBIJIbBHEHHAM MOJIEKY —
edekTopiB eo3nHOGINiB. MoB'A3aHe 3 IE NOLKOAKEHHS
OpraHiB-MiLleHel acoLit0eTbCS 3i 3HAUYHOK 3aXBO-
PrOBaHICTIO Ta cMepTHICTIo. [E 6e3 03HaK ypaXKeHHs
opraHiB-MilleHeln knacnikytoTb Ak 'E HeBiZOMOro
3HayeHHs (F'E, ).

l'E 3 ypaXKeHHsM OpraHis, CIpNYNHEHNM €03U-
HodinbHOM iHINbTPaLieto, BU3Ha4aroTb Ak MEC -
reTeporeHHy rpyny piAkiCHMX 3aXBOPOBaHb, AKi BaX-
KO ZliarHOCTyBaTU Ta JlikyBaTW. 3HaYHi JOCATHEHHS
Y BUSAABJIEHHI reHEeTUYHNX 3MiH, LLLO JieXaTb B OCHOBI
['E, cnpusanu BUABNeHHIO HOBUX BapiaHTiB [EC; oTxe,
X Knacnoikauig noTpebye NOCTINHOro OHOBNEHHS.

* CKOpOYeHWNI ornsag 3aasu ITanimcbKoro TOBapmMCTBa aneprii, acTMu Ta KNiHi4HOI imyHonorii (SIAAIC).



MeToto 3aaBu SIAAIC € ornsaa oOHOBEHUX BU3HA-
YeHb i knacudikauin M'e ta F'EC i npuHUMNIB X BejeH-
HSA BiJ AiarHOCTUKN 1 OLLIHIOBAHHS YPaXXeHHS OpraHis
40 BM6OPY NikyBaHHA. OCHOBHa yBara NpuAinaeTbCcs
nepBvHHOMY i igionatuuHomy MEC (FEC).

BU3HAYEHHA
TA KJTACNDIKALIA TEC

MonepeaHi cnpobu knacuéikauii FEC niacymoBaHo
B Tabnunui 1. BinbLWicTb aBTOPIB BUAINSAIOTE NEPBUHHY
(KNOHaNbHY), BTOPUHHY (peakTUBHY) 1 ifionaTuyHy
F'E, KONM NMpUYMHa He BCTaHOBMAeHa. HalivacTiwe
TPanAseTbCA BTOPUHHA I'E, ApUUYrMHaMm K0T MOXYTb
6yTV anepriyuHi xBopobw, imyHoaediLUTHI CTaHw,
iHbeKwLii, eHAOKPUHHI po3naawn, nerikemii, nimbomum
Ta CONiAHI NYXJANHW.

TABINUA 1. Knacnikauyis rinepeo3nHoginbHOro cuHapomy’

ABTOp, pik ny6nikaLii

Poboua rpyna SIAAIC Mana Ha MeTi CTBOPUTU Nerky
419 PO3YMIHHS KnacnikaLito, ika 3arasiom Bigobpaxae
KNiHIYHY KapTUHY, OCHOBHI MexaHi3Mu Ta MoTeHLil-
He 3HaYeHHSA Pi3HUX rinepeo3nHOPiINbHNX PO3Najis.
Ha BigMiHy Big iHLWWX KnacudikaLiii, SIAAIC po3mexoBye
[E Ta M'EC, ouUiHIOO4YM NOTEHLMHY eBOJIIOLLIO rinepeo-
31HOINBHMX po3nagiB y 6ik MEC. NepexpecHnin CUHA-
pom (overlap) i peakTVBHiI rinepeo3nHoiNbHI po3naaun
€ OKpeMnMK Migrpynamm. PakTYHo overlap cTocyeTbea
No€AHaHHA ['E 3 BUSHaUeHNM CTaHOM, He MOB'A3aHNM
3 T'E, ane 3 XpoHiYHVM Mepebirom 3 NOTeHLiAHNM Mo-
niopraHHuM TarapeM. HatomicTe BTOpUHHI ['E BUHMKa-
HOTb Y BiAMOBiAb Ha cneundiYHNI Tpurep (aneprexu
abo naToreHu) Ta 3a3BLYail XapakTepusyoTbCs ypa-
XEHHSIM OA4HOro opraHa. LLLob BuAinuTn KNoHanbHNM
boH i noTeHUjiHy eBoAtOLO, NiIMGOLIMTAPHWY NiATN
BiZJOKpeMneHo Big peakTnBHMX dopm MEC.

Cy6knacudikauis FEC

* |gionatnyHni
* NepBUHHWIA (HEOMNACTUYHNIA)

» CimelrHuI (cnaaKoBWiA)

Valent P. Ta iH., 2023
Shomali W. Ta iH., 2022

* BTOpUHHWIA (peakTUBHWNIA)
* HeonnactnyHum

* MienonponidepatneHuii
« JlimpountapHuii

Leru P.M. Ta iH., 2019

e lgionatnuyHn
* [lepBUHHWI (HEONNACTUYHWIA)
* BTOpUHHWIA (peakTUBHWNIA)

* PeakTuBHWI
* KnoHanbHui

Valent P. Ta iH., 2012

Fletcher S. Ta iH., 2007

Simon D. Ta iH., 2007
* MienonponidepatnBHUiA BapiaHT
* JlimpounTapHuii BapiaHT

+ CimenHuin

Klion A.D. Ta iH., 2006

* NepBUHHNIA (KNOHaNBHWIA/HEONAACTUYHNIA)

* BHYTpiLLHi e031HOINbHI po3nagmn

* BTOpUHHWI (peakTuBHWIA)

* CimelHuin

* BTOPUHHWI (peakTUBHWI)

* |gionatuyHni

* CiMeliHuIn

* |pionatuyHM

* NMepekputTa (overlap)”

» AcoujiioBaHuin™

* 3 YPaXKeHHsIM EAMHOrO OpraHa

+ CimeliHni
* PigKicHi cMHAPOMWU, O CyrnpoBOAXYyTbCs [ET

* |gionatuyHni

* 30BHILUHI €031HOINbHI po3naan
* HeBM3HaueHWn

+ NepexpecHuii cMHAPOM™

» AcoujiioBaHMin™

Mpumimku. * flo 2inepeo3uHogin6HUX CMAaHi8 Hasnexame enizodu4Hull aH2ioHe8poMUYHUL HA6PAK Ma eo3uHoinia (cuHOpom [nelixa),
€03UHOINbHUL 2paHyeMamo3 i3 NosiaH2iimom, CuHOPOM eo3uHOpinbHOI Mianaii, cuHOpom OMeHHa ma cuHOpom 2inep-IgE. * HenosHi kpumepii;
0YesuoHe 06MedeHHs Ha NesHi MKaHUHU/op2aHu. ™ lMepudepuyHa 2inepeo3uHodinis y 38’a3ky 3 8U3HA4eHUM 0ia2HO30M.

MepexpecHnini |« — -
cuHapom (overlap) - l'E HeBigOMOroO
BTOpuHHI 3HaueHHs
T'E B NOEAHAHHI (acouiiioBaHi) :
3 BU3HaYeHUM [E 6e3 gokasis
AjarHo3oM, CucremHa e NOLWKOAKEHHS
akuin He € TEC BHACNIAOK iHpeKUil opraHis
(ET3MA, ABJIA, (renbMiHTO31), NiKiB
18G,-RD) (DRESS-cvHApoMm),
MyX/IVH, aTOMIYHMX
cTaHiB (actma, AL,
XPC3HM) Towo
FinepeosnHodinbHUI cHApPOM
MienonponidpepaTmBHi NimpounTapHi laionaTuyHuiA
$bopmum dopmm TEC

BropuHHa lE,
3yMOB/IeHa aHOMaNbHO
a60 K10HaNbHOK
nonynsjieto T-KAiTUH,
AKi CeKPeTyTb LIUTOKIHK,
LLIO CTUMYNIOOTh
eo3nHopiInu

MepsuHHa 'E abo MEC
3 TOYHUMM
a60 MOX/IMBUMU
Z0Ka3amu e031HOPiNLHOI
MNepBUHHOI MiENOIAHOT
Heonnasii

I'E a6o TEC,
LL|O He BKIaAalThCs
B KOAHY
3 KaTeropi

CnagkoBuii FEC,
3a BUHATKOM E
BHaCNigoK

NPUPOAXKEHUX
AedekTiB iMyHiTeTY

Puic. 1. Knacudoikauisa rinepeosmHopinbHUX po3naais, 3anponoHosaHa SIAAIC

Mpumimku. ABJIA - anepeivyHuli 6poHxonezeHesuli acnepzinbos; Al - amoniyHul depmamum; E3[1A - eo3uHoinbHUl 2paHynemamos
i3 noniaHziimom; XPC3HIT - xpoHiyHUl puHoCcUHycum 3 Hocosumu noainamu; DRESS - medukameHmo3Hul sucun 3 eo3uHopiniero ma cucmem-

HUMU cumhmomamu.



JJOKA3OBA MEAMLMHA. OBITOBOPHOEMO

AIATHOCTUKA

CYMATOMM Ta TAXKICTb XBOPOOW B Pi3HMX NaLlieH-
TiB 3 e03nHOGINi€l0 3HAUHO Bigpi3HAOTbCS. Llikaso,
Lo KJiHiYHI nposaBu ME MOXyTb 6YTN 04HAaKOBMMU
He3aJieXHo BiZ NpUYnHW. Ha nepLliomMy eTani giarHoc-
TUYHOIO O6CTEXEHHS MiATBEPAKYETLCA HAasABHICTb E.
Hagani o6CTexXeHHs 30cepeXXy€eTbCs Ha BU3HAYEHHI
eTiosorii F'E. [MoyaTKkoBa OUiHKa Ma€ BpaxoByBaTu
CiMelHi 0C0BMMBOCTI, OCKiINbKIW BKpai piAKo MOX/IMBa
cimeiHa lE. HasiBHicTb ab0 BiACYTHICTb peakTMBHOIO
rnpoLecy BCTAHOB/IKOETLCA HA MiACTaBI KJIHIYHNX
i nabopaTopHMX O3HaK. AKLLO NiATBEPAXEHO peak-
TuBHY 'E (TE,), noganbLui 3ycnnns cnpsamMoBytoTbCA
Ha BUSBNEHHSA CcrneundiyHOro NpUYNHHOIO CTaHy
(3ananeHHs, iHbekuia, NyxanHa, rinepYyTAnBICTb
A0 NikiB), agxe nikyBaHHA [E, nepeBaxHo cnps-
MOBaHe Ha NikyBaHHA OCHOBHOIO 3aXBOPHOBaH-
HA. Y pasi BUABNEHHS NepBUHHOI KN1oHanbHOI [E
BKpali BaX/JINBO BM3HAUYUTLN OCHOBHE reMaTtoso-
rivHe HoBOyTBOpPEeHHS. MaLieHTaM 6e3 cynyTHbLOro
peakTVUBHOMO CTaHy 1 03HaK KNOHaAbHOCTI none-
peAHbO BCTAHOB/IKOETLCA AiarHo3 ME,, i npusHa-
HAETLCA peTesibHe CnocTepeXXeHHA BNpoL0BX
MeBHOro Yacy 3 akueHTOM Ha BUSABJIEHHSA ypa-
XXeHHA opraHis. N8 OUiHKW ypaXKeHHSA opraHis
06CTeXEeHHS PO3LWNPHETLCA (pUC. 2). MNMauieHTam
3 YpaXeHHAM OopraHis, nos'd3aHum 3 I'E, BCTaHOB-
NoeTbes aiarHo3 NecC.,

" BuUKAOYeHHA 6MOpPUHHOI E

3aBxXan Cif, BUKIOYATN BTOPUHHI MPUYNHIN eo-
31HO®INIi, agxe X yCyHeHHs abo NikyBaHHSA OCHOBHOI
XBOPO6U BM3HAYAE MEHEAXKMEHT Y TakUX BUMAAKAX.

Cepeg, BipyCHWX | bakTepiiHWX iHbeKLii nerka eosu-
Ho®INiA NepeBaXHO TPANNAETLCA NPU Ty6epKyabO3i
Ta BI/1-iHdekwii, 0cobn1BO 3a HaABHOCTI MapasnTapHUX
abo rpnbkoBmX ycknagHeHb. Hatomicts 'E acoLitoeTbea
3 refibMiHTO3aMu abo rprvbkoBMMU iHbeKLisMU. IHpek-
Lis, cnpuymnHeHa Strongyloides stercoralis - renbMiHTOM,
LLIO NepesaEeTbCa Yepes PYHT, NoLVpeHa B yCboMy
CBITi, MOXe 3yMOB/OBAaTV ANCKOMOPT y XMNBOTI abo
3a/MLLATNCA LiNKOBUTO 6€3CMATOMHOKO B XPOHIYHIl
cTagil. 3 Tsxkoro ['E acouiroroTeCA NapasnTapHuii Mio-
31T, cnpuYnHeHnia Trichinella Ta Sarcocystis, iHdekuii,
3yMOB/IEHI aHKINOCTOMaMW Ta Toxocara canis; nereHesi
iHdekuji, cnpuymHeHi rpnbkom Coccidioides immitis abo
renbMiHTamu Paragonimus i Dirofilaria immitis. NMokpuTta
KipKOFO KOpOCTa Ta PO3PUBYM €XiIHOKOKOBWX KiCT iIHOAI
NPOBOKYOTb €03nHOGINIt0. FenbMiHT Anisakis simplex,
AKWI 3a3BKYail NOTPanJISE B OPraHisMm i3 crmpoto pu-
6010, MOXe CMPUYNHSTA Biflb Y XMBOTI Ta KPOMUB'AH-
Ky; B pasi KpONUB'AHKM iHOAI MOX/MBa eo3nHodinig,
X04a B 6i/IbLLIOCTI BUNAAKIB LLIYHKOBO-KMLLKOBOIO
aHi3akigo3y eo3nHoiNiA BIACYTHS; ONMCaHO AeKinbka
BMMNAAKiB 36iNbLUEHHS KiNIbKiCTb e03MHOGINIB B acuy-
TUYHI PiAVHI B MaLiEHTIB 3 KNLIKOBMM aHi3aKigo30M,
a TaKOX y NfieBpasbHii PiguvHI B NaLieHTa 3 IereHeBUM
aHi3aKigo30M.

FE >1,5x10°/ny 22 BUSHa4YeHHAX 3 iHTepBasioM 4 TUXHi

O6CcTeXXeHHs opraHis

Cepue Hupkn NereHi LinyHkoBoO-
e TpoOnoHiH T e KpeaTuHiH, o DyHKLIA 30BHiLL- KWULLIKOBUIA

e Enektpokapaiorpagis ceyoBUHa HbOrO ANXaHHA TpakT
o Exokapgiorpadis e AHani3 ceuyi e PeHTreHorpadis e [leyiHkoBI
o KT depmeHTn

Skujo | nosumusHi
4 Y 4 4
e MPT cepud e bioncia e BpoHxoanbBeo- e Awminasza
e EHaoMiokapaiansHa HUPOK NAPHWIA naBax e Jlinasa
6ioncis e bioncis 6poHxis/ | | e KT

nereHb e EHaockonis
3 bionciero

Moaanblui 06CcTEXXEHHSA
(BiANOBIAHO A0 aHaMHe3y NauieHTa Ta KNiHIYHWX MNPOSABIB)

HeeponoriuHi

FemaTonoriyHi/cucTemHi MPT Mo3ky

Bioncis KicTkoBoro Mo3ky
KT yepeBHOI NOPOXHNHWN,
Tasa

"BOAT-TMET ycboro Tina nposiaHocTl

EnektpoeHuedanorpadis
JocnigxeHHA HepBOBOI

OepmaTosnoriuHi CyAvHHI

e bioncia wkipwn o AHrio-KT

o CenektuBHa
aHriorpadis

Puc. 2. AnropyTM noganbLUmX 06CcTeXXeHb Nicnis BUsIBIEHHS rinepeosnHo¢inii kposi, wo Bkasye Ha MNEC

Mpumimku. ANA - aHmuHykneapHi aHmumina; ANCA - aHmuHykneapHi aHmumina 0o Helimpoginie; FGFR1 - peyenmop-1 ¢pakmopa pocmy
pibpobaacmis; FIP1LT - pakmop, wo e3aemodie 3 PAPOLA ma CPSF1; JAK2 - SHyc-kiHa3a-2; PDGFRA - peyenmop-a ¢akmopa pocmy mpom6o-
yumie; KT - komntomepHa momozpagis; MPT - ma2HimHo-pe3oHaHCHa momozpadis; "*®Ar-MET - no3umpoHHo-eMiciliHa momozpagis
3 ¢mop-18-¢nyopodesokcuantoko3zoro; CPb - C-peakmueHuli 6inok; LLIOE - weudkicme ocidaHHs epumpoyumis.



Yacroto npuynHoto ME € rinepyuytnumsicTe A0 fikiB.
MNposBM MeanKaMeHTO3HO iHAykoBaHoI E gyxe Ba-
piabenbHi: Bif ypaxeHHs OAHOro opraHa Ao AeKinb-
KOX C1CTeM. 3arasioM 3aCTOCyBaHHA aHTUOIOTUKIB
(B-nakTamm, XiHONOHW) aCOLLIOETLCS 3 6€3CMMMNTOM-
HO eo3nHodinieto. MpUKNaZOM ypaxeHHsS 04HOro
OpraHa € iHTepcTUUiHNIA HedpuT. NosBa Makyno-
nanyab03HOro BUCKMY MOX/IMBA MPY 3aCTOCYyBaH-
Hi B-nakTaMHUX aHTUBIOTKKIB, CyNbdaHinamigHmnx
NPOTUMIKPOBHMX 3acobiB, anonyprHony, npoTmeni-
NnenTUYHMX Npenaparis, 4iypeTuKiB i HeCTepoIAHNX
npoTm3ananbHMX npenaparTis (HMN3[1). 3a HasgBHOCTI
NIXOMaHKW, renatnTy Ta Mopb6inigopmHOro sucuny
cnig nigosprosatt DRESS-CMHAPOM, AKN MOXYTb
CMPUYMNHNTU NPOTMeENiNenTUYHi 3acobu, B-nakTta-
MU, XiHonoHW, HM3M, npoTuTy6epkynbo3Hi 3acobu,
anonypuHon.

KniouoBi BUCHOBKM

* BToprHHyY ME MOXYTb CNPUYNHUTY NeBHI iHPeKLii abo niku.

* Napa3suTapHi iHdekuii (rebMiHTO31) HalivacTiLle acoL,iloTbCA
3TE.

* MeankaMeHTO3HO iHAYKoBaHa lE iHoAi npu3BoANTL
[0 BigTepMiHOBaHOI peakLii rinepyyTANBOCTI, NOTEHLiAHO He-
6e3neyHoi ans XuTTa (DRESS-cnHApom).

® HeonnacmuyHa lE

Jexkinbka remMaTtonoriyHmx 3109KiCHUX HOBO-
YTBOPeHb MOXYTb 3yMoBUTY E a60 6yTN NPUUYMHOIO
BTOPUHHUX ME/TEC, WO XapakTepu3yeTbCs po3LUn-
PEHHAM €03MHOPINBbHOro pAsy Yepes HagMipHe
YTBOpPEHHS iHTepnelikiHy-5 (1/1-5) 3a BiACYyTHOCTI
3MiH reHomy. FleHOMHI NnepebyAo0BY NpUTaMaHHI
nepsuHHUM FE/TEC, aki knacneikyoTb Ha remaTo-
NIOTiYHI 37109KiCHI HOBOYTBOPEHHS, LLIO NPU3BOAATb
[0 KNOHanbHOI abo NonikNoHanbHOI eo3nHOInNi.
Mepla KaTeropisa OXOMJ/E rocTPy MiETOMOHO-
LUNTapHY NenkeMmito 3 e03NHODINIED Ta XPOHIUHY
MIENOIAHY NlelikeMito.

locTpa MienoMoHOUUTapHa NeikeMisd 3 e03UHO-
dinieto (paHiwe FAB M4Eo) € piakicHoto dopmoto
roCTpOi MiEN06ACTHOI NEiKeMil, LLLo XapakTepU3yeTbCs
aHomanigMmu 16-i xpomocomu [(inv(16)(p13.1922) abo
t(16;16)(p13.1;g22)/CBFB::MYH11]. CuMnTOMMK XBOPOGU
3yMOBJIEHI NaHLMTOMNeHIer (aHeMis, iHpekLil yepes
NeKoneHito, KpOBOTeui BHACNIAOK TPOMOOLMTOMNEHII),
a He 36iNbLUeHHAM KiNIbKOCTi He3pinnx eo3nHodinis
Y KPOBI.

XpoHiuHa MienoigHa nerikeMis - mienonponidepa-
TVBHE HOBOYTBOPEHHS, LLIO XapakTepu3yeTbCs HasiBHiC-
Tto PinagenbQiicbKoi XPOMOCOMM Ta KOHCTUTYTUBHO
aKTUBHO TUPO3MHKiHa3or BCR-ABL1; xapakTepu-
3YETbCS 36iNbLUEHHAM KiIbKOCTi LPKYAOBaIbHUX
HelrTpodiNiB, MiENOIAHNX NonepesHVKIB, 6a3odinis
Ta e031HO®INIB. Y LbOMy BUNAAKY €031HOINN 3pijKa

rnepeBaxaroTb Haj HeNTpodinamm Ta He acoLirorTbCA
3i cneynivHNMN CUMNTOMaMMU.

[lo remMaToNOTiYHNX 310AKICHUX HOBOYTBOPEHb,
L0 NpU3BOAATL A0 NOAIKNOHaNbHOI e03nHOdINIi,
BiAHOCATb T-KAITUHHI Ta B-kAiTUHHI nim$omu, B-kni-
TUHHY rocTpy NiM$Go61acTHY NeikeMito i CUCTEMHNIA
MacToumnTos. HasiTb nicna ximiotepanii T-KAiTUH-
Ha nimpobnactHa nimboma, T-kNiTMHHA nelikemis /
niMmdoma gopocnanx i aHrioimyHobnacTHa T-KAiTUH-
Ha NiMpoMa acouitoTHECA 3 BTOPUHHOK Ta Moi-
KnoHanbHO0 nepurdeprnyHor eosnHodiniero B 30%
nauieHTiB. ObmaBa BapiaHTU LLKIPHOT T-KAITUHHOI
nimpomu (cnHgpom Cesapi, rprbonofibHN MiKo3)
acoLitor0TLCS 3 MiABULLEHVM CPOBATKOBUM PiBHEM
IgE 7 eo3nHodinieto y 20% nauieHTiB. BudHaveHHS
KNOHAaNbHOCTI T-KNITUHHWX peuenTopiB Npv BUAB-
NeHHi eo3nHOINIT KOpUCHe ANs AiarHOCTUKN HeBi-
AOMUX T-KAITUHHUX NiIMGOM. B-KAITUHHI FOAXKIHCbKI
Ta HErOKKiHCbKI iMPOMIM 3a3BMYAl aCOLLIOOTHCS
3 NONIK/IOHANbHOI TKAHVHHOIO eo3nHOoinieto, ane
eo3nHodinia nepndepnyHOi KPOBI 34e6inbLUOro €
nerxoto. Mpu B-KAiTUHHUX rocTpux Nim$obaacTHNX
NeikeMisax BUHUKHEHHS MOJIKNOHaNbHOI e03nHOobinii
B nepndepunyHili KpOBI € PigKICHNM ABULLEM | 3a3BU-
Yai acoLiteTbCA 3 TpaHcokauieto t(5;14). EosnHo-
dinia moxe nepegysBaTu MOsBI KJiHIYHNX NPOSBIB.
MPUUMHOIO CUCTEMHOIO MacTOLMTO3Y € KJIOHa/IbHa
nponidepaLis TYYHUX KAITUH 3 MyTaLliero D816V reHa
C-KIT. XBOopo6a xapakTepu3syeTbCsa CUCTEMHUM abo
anepriyHnmM ypaxeHHsM LKipy (MirMeHTHa Kponme'aH-
Ka), cenesiHky, neyviHkuy, NimbaTnUYHMX By3iB, KiCTOK
i KICTKOBOro MO3Ky. BTOprHHa Ta nonik/ioHanbHa
eo3nHoodinia B nepndepunyHiin KpoBi TpanaseTbCa
y 20% naLiieHTiB.

ConigHi NyXJINHU TakOX MOXYTb acoLitoBaTNCS
3 NONIKJIOHA/IbHOK €03UHOdINIEH K CBOEPIAHNM
eni¢peHoMeHOM, 30KpeMa afleHOKapLMHOMU JiereHs,
LLJIYHKa Ta TOBCTOT KULLKW, @ TaKOX MIOCKOKAITUHHI
KapLMHOMMU (LLKipa, HOCOMNOTKa, CEYOBUIA MiXyp, LUNI-
Ka MaTKW, MixBa, 4YjieH, MoJIoYHa 3an03a). MNonikno-
HaNbHa eo3nHOINIA 3a3BMYaN BUNEPeKYE KNIHIYHI
NPOSABU BKa3aHUX CONAHNX NMYXAUH.

" MonekynapHa diazHocmuka

2eMamoso2iYyHUX Ho8o0ymeopeHs

Ha knoHanbHy npupoay nepcuctneHoi [E Bkasy-
toTh: 1) KNiHIYHI XapakTepucTukn (renatomeranis,
crnaeHomeranis); 2) nabopaTopHi 3MiHW (LMTONeHis,
TPOMbBOLMTO3, NoANILUTEMIS, MOHOLNTO3, 6a3odinig,
NiABULLEHWI piBeHb BiTaMiHy B, Ta/abo TpunTtasu
B CMPOBAaTLi KPOBI); 3) HEMOX/IVBICTb HOPManisy-
BaTU KiNbKiCTb €031HOGINIB Y KPOBi 3@ 4OMOMOroH
CUCTEMHUX KOPTUKOCTEPOIAIB. MPUHLMMIN AiarHOCTUKN
reMaToJsIoriYHMX HOBOYTBOPEHb, AKi aCoLitOHTLCH
3 eo3unHoO®INi€t0, NigCyMOBYE Tabanua 2.
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TAB/INLA 2. MpyHUMNKX AiarHOCTUKM remMaTosIoriYHUX HOBOYTBOPEHbD, NMOB'A3aHMNX 3 €03NHOPINiEI0

CtaH [iarHOCTUYHI iIHCTPYMEHTU Ta K/iHIYHE 3HaYeHHs

MienoigHi/nim$oigHi HOBOyTBOpPeHHS Y 6inbLUOCTi BUNaakiB € nepebyaosu PDGFRA. MNpiopuTeTHUM € NoLlyK 3AnTTs FIP1L1-PDGFRA
3 e03UHOGINIEIO Ta 3IUTTAM reHiB TUPO- 3a AOMOMOrOH rHi340B0I /1P 3i 3BOPOTHOIO TpaHCKPUMLIiED abo KinbKicHoi M/1P y peansHomy

3nHKiHa3w (MLN-TK)

yaci B nepndepunyHiii KpoBsi. MeHLL YyTAnBUM MeToA0M € FISH (KopucHWI Npy aTMNOoBKX TPaHC-

nokauisx, konw MNP fae xnbHoHeraTMBHI pe3ynbTati). 3a BiACYTHOCTI 3aUTTA FIP1L1-PDGFRA
peKkoMeHAYETbCA TpaauLiiHe KapioTunyBaHHS MeTogoM FISH y 3pa3kax kpoBi abo acnipari
KicTkoBOro Mo3ky. FISH moxe susiBnati PDGFRB [3nuTTa ETV6-PDGFRB i3 XpOMOCOMHOO TPaHC-
nokadiero t(5;12)(q32;p13)], JAK2 [3nuTTa PCM1-/AK2, noB'szaHe 3 t(8;9)(p22;p24)], FLT3 [31nTTa
ETV6-FLT3 3 t(12;13)(p13;912)] i FGFRT (MmienonponidepatuBHU cnHapom 8p11). Ix BUSIBNeHHs!
Ma€ BUpiLLanbHe 3Ha4YeHHs Yepes YyTAMBICTb A0 LifIboBOI Tepanii: iHribiTop TMPO3MHKIHa3M
iMaTuHI6 (PDGFRA, PDGFRB); iHribiTopu FGFR1; iHribiTopun JAK2

Eo3unHodinis, acouiioBaHa 3 Mi€NoigHNMM

Byab-AKNIA 3i BKa3aHWX AiarHO3iB CNij NiZ03proBaTy 3@ HAABHOCTI FeMaTo/I0riYHUX BiAXUIEHb

3/105KICHVIMW HOBOYTBOPEHHAMM (MI€NO- i KNIHIYHWX NposBiB. AKLLO [E MOEAHYETLCS 3 MoNiumUTEMiErD Ta/abo eceHuianbHM TPOM6OLI-
AMCNNACTUYHI HeonnasmMu, Mienonponide- TO30M, peKOMeHAYETbCA TeCcTyBaHHSA Ha MyTaLii JAK2 V617F, CALR i MPL. Akwio I'E noeaHyeTbCA
paTUBHI HeoMAasMu, rocTpa Mienobnact- 3 HeliTpodinieto abo 6azodiniero, NOTPiIGHA OLiHKa 3AUTTA BCR-ABLT

Ha leikeMisl, CUCTEMHW MacTOLNTO3)

XpOHiuHa eo3nHodiNbHa Nerikemis,
He yTouHeHa iHakwwe (CEL NOS)

JliarHo3 ycTaHOB/IOETLCS B Pasi HeratMBHOIo CKpUHiHry Ha MLN-TK i 3a HasgBHOCTI LMTOreHe-
TUYHUX, MONEKYNSPHMX Ta/abo MopdonoriyHmx gokasis CEL NOS. IHoai knoHanbHa reHeTrKa

Ta MonekynApHi 3MiHW HecneLniYHi, MOXIMBA NiABULLEHA KiNbKicTb 6aacTiB (>2% y nepude-
PUYHIli KpoBi @60 >5% y KicTKOBOMY MO3Ky, ane <20% y KpOoBi Ta KiCTKOBOMY MO3KY)

NimeoumnTtapHuin F'EC

Mo>ke acoLitoBaTNCS 3 KNOHAIbHUMU Ta/abo abepaHTHUMK NONyAALsMU T-KNITVH, @ Takox

nepeby0B0OI0 reHa KI0HaNbHOro T-KAITMHHOrO peLienTopa. BapTo mposecty eHoTUMyBaHHS
NiM$oLMTIB 3a ZOMOMOrO NMPOTOYUHOI LITOMETPIl nepndepuyHoi KpoBi abo KiCTKOBOTO MO3KY.
MoLIPEeHNMI 3aKOHOMIPHOCTAMU € BiACyTHICTE CD3, 36epeXeHnin koMmnaekc T-KAITMHHOro
peLenTopa Yx NoABIMHO HeraTuBHI He3pini T-kNiTuHK. MpoTe BUABAAANCA Pi3Hi npodini: CD3*
CD4* CD7-, CD3* CD4" CD8  TCRaf*, BTpaTta CD7 Ta/abo CD27*. Maiixe B KOXHOrO Apyroro
naLjieHTa cnocrepiranacs KJoHanbHa nepebyoBa reHiB T-KAITUHHUX peLenTopis

Mpumimku. 1P - nonimepasHa naHyro208a peakyis; FISH - ¢ayopecyeHmHa 2ibpudusayis in situ.

KnouyoBi BUCHOBKU

* Micna BUKNHOYEHHSI BTOPUHHWX MPUYNH NOTPIBHO BUKAOUNTY
K/IOHaIbHi XBOPO6U KiCTKOBOrO MO3KY.

* MJ1P / kinbkicHa MJIP y peanbHoMy yaci abo FISH kopucHi ansa
ouiHBaHHA 3A1TTA reHis FIP1L1-PDGFRA Ta MeHLU noLmnpeHnx
MyTaLil i nepebyaos, BkAoUHO 3 PDGFRB, FGFR1 i FLT3 JAK2.

* PeHOTMNYBaHHS NiMGOLMTIB 38 4OMOMOTrOr NPOTOYHOI LNTO-
MeTpii BUABNSE KNOHAaNbHI Ta/abo abepaHTHI nonynsuii T-kKAiTuH,
AKi acouitooTbcs 3 nimdoumTapHum MEC.

- OuinoeaHHﬂ CUCMEeMHO020 ypaXrceHHA

Y nauieHTiB 3 TEC MOX/IiBe ypaXKeHHS OpraHiB
3 ¢ibpo3om, TPOMOO30M, epUTEMOIO LLKIPU YK CIIn-
30BWX 060/10HOK, HAaBPAKOM / aHFIOHEBPOTUYHUM
HabpsKoM, NyXMpsaMun, BUpa3kamm abo ek3emoro, fe-
reHeBMMU NPosiBaMun, ypaKeHHAMY TPAaBHOIO TPAKTY,
nepudepryHO0 abo LIeHTPabHOK HeNPONaTiero 3 He-
BPONOriYHUM AedilunToM, e03MHODINBEHUM BacKyiTOM.
3a pe3ynbTataMn PeTPOCNeKTUBHOMO aHanisy AaHmnx
188 nmaujeHTiB 3 giarHo3om NEC y 37% 6yna ypaxeHa
Lwikipa, y 25% - nereni, y 14% - TpaBHUiA TpakT, y 5% -
cepue ny 4% - LeHTpanbHa HepeoBa cuctema (LHC).

OTmxe, NicNsd BUKIKOYEHHSI BTOPUHHWX MPUYH MaLlieH-
T1 3i CTiKoro ME MaroTb MPONTY AeTanbHe 06CTEXEHHS
i3 3aCTOCYBaHHSAM METOZIB Bi3yanizaLii Ta ricTonoriyHmx
AOCANiIKeHb, HABITb 3a BiACYTHOCTI KNIHIYHWX CAMMTOMIB.

MepLunmM KPOKOM A5 OLIHFOBAHHSA CTaHy lereHb
€ OLiHIOBaHHSA OYHKL,ii 30BHILLHBOr0 AVXaHHS Ta AU-
by3iNHOI 34aTHOCTI IereHb 38 MOHOOKMCOM BYT/1eLo
(DLCO). Komm'totepHa Tomorpadis (KT) Moxe BUABUTK
3MiHW Y BUTNISAT «MaTOBOIr0 CK1a», AiNAHKM KOHCOJi-
Jauii abo By3nMKOBI 3MiHW. Bioncia nereHb BUABNSE

NiTepaTtypa

€031HOQINbHI IHPINBTPATK B CTIHKAX AUXaNbHUX LLASA-
XiB i aNlbBEONIAPHYIX NEPEropoKax, a TAKOX CKYNMUYEeHHSs
eo3nHoOINiB i Makpodaris y MOBITPSHUX NPOCTOPAaX.

XapakTepHi ana NEC ypaxeHHs cepLd OXOMnJIHTb
NPUCTIHKOBI TPOM6W, eHAOMIOKapgianbHNM ¢ibpos
i pPecTpUKTMBHY KapAioMionarTito i3 3aCTilHO cepLie-
BOIO HEZIOCTaTHICTIO. Yepes BifCYTHICTb CUMMTOMIB
Ha PaHHIX CTajifx ypaxeHHs cepLsd 060B'A3K0BO Tpeba
BNKOHATK exokapaiorpadito (ExoKr). MarHiTHo-pe3o-
HaHcHa Tomorpadia (MPT) fae 3mory BUSBUTU nejb
MOMITHI NOpYLLUEHHSA Ta AndepeHLitoBaTK 3ananbHy
i $ibpo3Hy cTagii npouecy. 3a BiACYTHOCTI e03nHOdINiT
B neprdepunyHiii KpOBI MOXHa pPo3rnaaaT Aouisb-
HiCTb eHAOMIOoKapaianbHOI 6ioncii nicna peTenbHOro
OLiHIOBaHHSA CMiBBIAHOLLEHHA PU3KKY Ta KOPUCTI.

YpakeHHs TpaBHOro TPaKTy MOXe 6yTY i30/160BaHNM
ab0 CcynpoBOAKYBATUCA YPAKEHHSIM iHLLNX CUCTEM.
Eo3nHodinia TKaHWH, oLiHeHa 3a JONMOMOrot e3odparo-
dibporacrpoayoaeHockonii (EPIC) abo konoHockonii,
BBAXKAETbCS MaTOI0MYHOO, KOJIV MiKOBA KiNbKiCTb e03u-
HO®INiIB CTaHOBUTL =15 KNITVH Ha NOJie 30py BE/IMKOro
36inbLIeHHs y cTpaBoxodi, =30 KNiTVH y WAyHKy abo
TOHKIV KWL Ta 260 KNITUH Y TOBCTIl KALLILL.

KniouoBi BUCHOBKMU

* FEC BM3HaYatoTb K CUCTEMHUIA CTaH 3 MaTo6ioNoriYHNM HaBaH-
TaXeHHSM e031HOINIB, BKIOYHO 3 MOPYLUEHHAMW Koarynsii,
3anasieHHAM i MOLLKOAKEHHAM TKaHWH.

* MTaHHS ypaXkeHHs opraHiB NoTpebye creLianbHOro po3rnsgy
Ta NpoBejeHHs BiANOBIAHVX AOCIAXEHb.
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