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Nt i@__ # XBOPOBW, ACOL|INOBAHI
- 3 TYHHUMUW KITTTUHAMWA:
" CYYACHWW CTAH MPOBJTIEMU

TyuHi kniTuHKW (TK) 6ynn BrnepLue onmcaHi B XIX cToniTTi. BiaToAl Halwi 3HaHHA NPo iXHIO 6yA0BY,
bYHKUIT 1 y4acTb y NaTONOMNYHMX Npouecax iCTOTHO poswunpununcs [23, 27, 41, 42, 501.

MpOTAroM OCTaHHIX AeCATUNITb CHOPMYBAIOCH YABNEHHS MPO HU3KY XBOPOO, L0 NOB'A3aHI

3 6ionoriero Ta PyHKLiOHYBaHHAM TK, AKi BACTYNatOTb OCHOBHUMW epekTopaMu anepriyHmnx peakuii.

Ix akTVBaLiA 3a3BM1Yal BiAOYBAETLCS MiJ BNIMBOM
anepreHis (xapyoBi NPOAYKTN, OTPYTa NepeTnHYacTo-
KPWUANX, NaTekc, aHTUHBIOTUKM, MUAOK POCAVH, TOLLO),
O NPU3BOANTL A0 AerpaHynsayii Ta BUBIIbHEHHS
MeZiaTopiB 3anasieHHs, KOTpi 3anyCKaroTb BUPaXeHy
rocTpy 3ananbHy Bignosigb [6, 7, 13]. Okpim LbOro,
TK 6epyTb y4acTb y npoLecax aHrioreHesy, 3ananeHHs
" penapauii TKaHWH, MOAyNsLii BpOAXKeHOro Ta Haby-
TOro iMyHiTeTy, pOpMyBaHHI iMyHHOI TONlepaHTHOCTI
M 3aXMCTy opraHismy Big naTtoreHis [43, 44]. 3aBAAKN
Takil GyHKLioHanbHi 6aratorpaHHocTi TK 3any4yeHi
[0 NaTtoreHesy 6araTbOX 3aXBOPIOBaHb, a CaMe: XBO-
pobu KpoHa, 31058KiCHUX HOBOYTBOPEHb, aBTOIMYHHOT
natonorii (cnHapom lNeHa - bappe, cnHApoM LLierpeHa,
BaCKy/iTW, 3ananbHi apTpuUTK), PO3CIAHOI0 CKIEepo3y,
iLLeMiYHOI XBOPObU cepus, apTepianbHNX aHEBPU3M,
octeonoposy [20, 25, 27, 42, 44]. lo Toro X nijsuiLe-
He Hakonn4yeHHs TK cnocTepiraeTbcs Npu XPOHIYHMX
iHGeKLiMHNX 3aXBOPIOBaHHSAX (Mapa3nTapHi iHBasii,
Ty6epkynbo3, cndinic), MenaHoMax, XpOHi4YHNX XBOPO-
6ax HMPOK i MeYiHKM, a TakoX Yy pasi CMCTeMHOI cke-

pogaepMii [53].
b <4

Y Tabnuui NnpeacTaBaeHO CyYacHy kKnacudikauio
pO3/1a4iB, O acoLitorTbCA 3 MOPYLUEHHAMU PYHKLLT
abo nponidepauii TK. HacTnHa uyx 3axBoptoBaHb Mae
KNOHAaNbHY NPUPOAY, Lo NiATBEPAXKYETHCA HASABHICTIO
MyTaLiin y reni c-KIT (nepesaxHo D816V) Ta/abo ekcrpe-
cieto CD25 Ha nosepxHi TK, a Bi4NOBIAHI MapKepu BUSIB-
NATECA METOAAMU NPOTOYHOI LIUTOMETPIT YK iMyHOLM-
TOXiMil. IHLa rpyna CTaHOBUTL CNajKoBi po3/aAn, AKi
He 060B'A3KOBO CYyNMPOBOAXKYOTLCSA KNOHANBHICTHO (Ha-
npuknag, cnagkosa a-tpunrasemia - CaT - aBTOCOMHO-
AOMIHAHTHUIA CTaH, WO MOXe YCKIaAHBaTN AK K/10-
HaNbHi, TaK i HekNoHanbHi posnaan TK). Takox onmncaHo
HeK/IoHaNIbHi PO3n1aan, SKi He MaroTb aHi KJI0OHaJIbHOI

KITACUNDIKALIA PO3NAAIB,
MNOB'A3AHNX 3 TK

NPUPOoAW, aHi cnagkoBoi MyTaLii (Hanpwrknag, anepriyi,
ABTOIMYHHIi, HEOMIACTMYHI XBOPO6W, NapaHeonaacTUYHi
CUHAPOMMU 1 igionaTnyHa akTrBauia TK).

MacToLMTO3 OXOMIOE reTeporeHHy rpymny xsopob,
NSt KOTPUX XapakTepHi nponidepauis 1 akTuBauia atu-
noBux TK 3 ypaxKeHHAM pi3H1X opraHis i TkKaHWH [60].
TpaanLiiHO BiH MNOAINSAETLCA Ha LWKipHWA (LUM) i cnctem-
Hu (CM) [61]. KntouoBoto BigMmiHHicTio CM Big LM € iH-
dinbTpayis TK nprHaimMHi B 04HI NO3aLUKIpHIl cucTemi,
LLIO HayacTiLe BUABAAETLCA B KICTKOBOMY MO3Ky [35, 60,
61]. KniHiuHi NposiBM MacToLMTO3Y MOXYTb ICTOTHO Ba-
pitoBaTnCA Bif i30/1b0BaHOMO ypaXKeHHs LKipu npw LLUM
J0 TSKKUX CUCTEMHUX GOPM, NOB'A3aHNX 3 ANCPYHKLIIEID
ypaxeHux opraHie [61]. lna BctaHoBNeHHA giarHo3y CM
3aCTOCOBYHOTLCA TaKi KpUTepIi: 1) OCHOBHWIA KpUTEPIl:
HasABHICTb MyNbTUGOKANbHNX LWiNbHUX iHGINbTpaTiB TK
(>15 kniTnH/arperaT) y 3pa3kax KiCTKOBOro MO3ky abo iH-
LLIOI MO3aLUKipHOT TKaHWHW; 2) A04aTKOBI (Mani) KpuTepil:
a) 25% iHdinbTpyBanbHMX TK € aTnnoBmuMm abo BepeTe-
HoMoAibHMMY; 6) BusiBneHHst myTalLii KIT y KicTkoBoMy
MO3KyY, nepudepuyHili KpoBi abo NO3aLLKIpHIN TKaHWHI
(MoxnmBI 1 iHLWIi MyTauil: TET2, SRSF2, ASXL1, RUNXT,
CBL, JAK2); B) excripecist Takmx KnoHanbH1X Mapkepis TK,
sk CD25 Ta/abo CD2, Wo BUSABASIETLCS 3@ 4OMOMOIor
iIMYHOLMTOXIMIT Y MPOTOYHOT LLUTOMETPIT; ) piBeHb
CPOBATKOBOI TpMnTasn >20 HIr/MA (3a BiACYTHOCTI iHLLO-
ro Mi€fIoiLHOro HOBOYTBOPEHHS). Ans NiATBepAXKeHHS
aiarHo3y CM 4ocuTb HAasiBHOCTI OCHOBHOIO 1 1 3 Manmx
KpuTepiiB abo =3 Manux KpUTepiiB.

LM HalAvacTille po3BUBAETLCS B AiTel | 3a3BMYai MaE
CAPUSTANBIYM NPOrHo3 [34]. binbLUicTb BMNAaAKIB BUHWKAE
Y BiLli 40 2 POKiB, YaCTO CNOCTEPIraeTbCs CNOHTaHHa perpe-
cis, Lo BiApi3HAE AUTAYUI OpMU BiJ ZOPOCANX, e YacTiLle
HasABHWI 3B'A30K i3 CUCTEMHUMI XBOPO6GaMU KiCTKOBO-
ro Mo3ky [48, 57]. BuainsatoTb Taki KniHiuHi dopmu LLIM:
*  MakynonanynapHuin LUM, wo € HarinowmpeHiwmnm

BapiaHTOM i MPOABASAETLCA rinepnirMeHToBaHNMN

BY3/IMKaMWu, NanyiamMm Ym Makynamu, Hayacriwe

po3TalloBaHUMM Ha Tyny6i;
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TABINLUA. Knacnikauis xBopo6, acoujiioBaHnx 3 TK [36]

Fpyna xs0po6

Macmoyumo3s

Andy3sHnii LLIM; makynonanyaspHUA MacToLmMTos (MirMeHTHa KpOonuB'sH-
Ka); WKipHa MacToymToma

IHAoNeHTHWI CM (BKAHOYHO 3 MacTOLIMTO30M KiCTKOBOrO MO3KY); TAiKOUNIA
CM; arpecvBHuiA CM; CM 3 acouiioBaHM remMaTon0riyHIM HOBOYTBO-
peHHsIM; nenkeMis TK (BKAHOYHO 3 anerikeMiYHo GOpMOto)

Capkoma TK

LLKipHWiA MacToumTo3 (LLIM)*

CuctemMHui mactoumTos (CM)*

HeknoHanbHi po3nagu

CuHdpom akmuseayii TK (CATK)

MepBUHHNI KNOHaNbHUIA/MOHOKNOHaNbHWI CATK (CAKTK/
CAMTK)*

BTopuHHMIA CATK

lgionatnunmin CATK
Kom6iHoBaHWMI po3nag,
IdionamuyHa aHapinakcis (I1A)

IA

IA, acouiioBaHa 3 MaCTOLIMTO30M KiCTKOBOrO MO3KY /
KNOHaNbHiCcTO*

IA, acouiiioBaHa i3 CAMTK Ta/a6o CaT*

Anepzis Ha ompymy nepemuH4YacmMoKpuAux Komax + po3nadu TK

Anepris Ha OTpyTy, acoLjiioBaHa 3 MacTOLMTO30M KiCTKOBOTO
MO3KY / KNOHaNbHICTIO*

Anepria Ha oTpyTy, acouiioBaHa i3 CAKTK Ta/abo KnoHanb-
HicTO*

MacToLmnTo3 KiCTKOBOro MO3KY

IgE-3anexHa anepronaTonoris; aBTOIMyHHI XBOPO6Y; XPOHIYHI iIHeKL|iT;
napasuTapHi iHBasii; Heonnasii

be3 ycTraHoBneHoi eTionorii

MepBuHHWI po3naa TK + anepronaTonoris

be3 B1siBNeHHA o4eBUAHWX anepreHis (MOTPIGHO BUKAKOYMT aneprito
Ha a-Gal Ta iHLWi HeBUsIBNEHi anepreHun)

CaT I301bOBaHWUIN cTaH abo noeaHaHui i3 CAMTK/CM/IA

Kom6iHoBaHi ¢popmu

Pi3Hi NnoeAHaHHSA BULLIeHaBeAEeHNX CTaHIB

Mpumimka. * [Mamonozis 3 dogedeHoK knoHaneHicMio (Mymayis D816V, abo iHwi Mmymayii, a6o ekcnpecis CD2/CD25).

*  LWKipHa MacToumMToMa, Npu AKIiN YTBOPKOKOTHLCA
1-2 By3A1KM ab0 6AALLIKN;

o Andy3HMIN LM, WO € HaMPIKICHILLIUM | HAUTSXKYMM
BapiaHTOM XBOpPO6U 3 ANDY3HMMU NOTOBLLEHUMN
epuTeEMaTO3HNMK BUCUNAMW, BE3UKYNaMU 1 Habps-
kamu [3].

Y pitei giarHo3 UM 3a3Bmnyali ycTaHOBAKETHCH
3a TMNOBUMW LWKIpHUMK NposBaMn. BogHouvac y Ao-
POCANX YPaXKeHHS LWKipW YacTo cBigunTb npo CM (ne-
peBaxHOo iHAONEeHTHOI opMuK), TOMY 06OB'A3KOBUM €
npoBejeHHs bioncii kicTkoBoro mo3ky [34, 57, 58, 61].
O3Haka [lap’e (bopMyBaHHSA Nyxups y BiANOBiAb Ha
MexaHidHe MoApasHeHHSs WKipn) NpUCyTHS B Binb-
wocTi Bunaakis LLIM, ane 11 BifCyTHICTb He BUKIOYAE
AiarHosy [39].

CM i 300aeHeHul CM xapakTepu3yTbCs BUSBIEHHSM
MyNbTUHOKANTBbHUX LWiNbHUX iIHGINbTPaTIB TK y KibKOCTI
>15 kniTuH/arperaT y 3pa3kax KicTKOBOro Mo3Ky abo
NO3aLUKipHOT TKaHWHW. o A0AaTKOBUX (Masinx) KpuTe-
piiB HanexaTb:

+ 25% TK 3 atnoBoto (BepeTeHoMNoAibHo) mopdo-
Nori€to;

+ MyTauia KIT D816V,

+ ekcrnipecia CD2/CD25 Ha TK;

* piBeHb CMPOBATKOBOI TPUMTasy >20 HIr/MJI.

[nsa BcTaHoBNeHHSA giarHo3y CM noTpibHa HasBe-
HICTb OCHOBHOrO + =1 Masioro KpUTepito abo =3 Manmx
KpuTepiis [60].

(6]

B ocHoBy knacudikauii CM noknageHo HasgBHICTb
03Hak B (cTyniHb ypaxkeHHs TK) 1 03HaK C (HasBHICTb oprax-
Hoil ancdyHkuii). CM NoainaeTbCs Ha Taki KniHivHI dopmu:
* iHgoneHTHMN CM (ICM) - HalinowmpeHiwa dopma

XBOpPO6U 3 LOBPOSKICHUM Nepebirom;

s ThRiroumn CM (TCM);
+ CM 3 acouiioBaHMM remMaTonoriyYH1NM HOBOYTBOPEH-

HAM (CM-ATH);

+ arpecuBHuin CM (ACM);
« neikemisa TK.

ICM i TCM xapakTepusytoTbcs iHinbTpauieto TK
6e3 KNiHIYHO 3HaYyLLOi OpraHHOI ANCPYHKLIT. 3a MosiBr
>1 o3Haku C giarHocTyeTbcs abo ACM, abo nerikemis
TK (220% TK 'y Ma3Ky KiCTKOBOro MO3KY). Y naLlieHTiB
3 CM-Al'H BoZHOYAC fiarHOCTYETLCA iHLUE KJIOHabHe
remMaTtosioriyHe HOBOYTBOPEHHS (MienoigHoi abo nim-
doigHoi npupoan) [14, 61].

MacTtoumTos KicTkoBoro mo3sky (MKM) 3a3Bunyaii pos-
rNAAa0TE AK BapiaHT iHA0NEHTHOro 3aXBOPHOBAHHS,
a ACM, CM-ATH i nelikemito TK knacndikytoTb Sk 3a4aB-
HeHuiA CM. Mpwn ubOMy iCHYOTb 40AATKOBI A4iarHOCTUYHI
KpuTepii 419 oKpemux BapiaHTiB MacToLMTO3Y Ta TyYHO-
KNITUHHOI erikemii.

TCM piarHOCTYETLCSA 3@ TaKNX YMOB:

* HaaBHICTb ycix kpuTepiis CM;
*  MPUCYTHICTb 22 03HaK Tuny B:
* 30% TK'y KicTKOBOMY MO3KY / MO3aLUKipHUX TKaHWHAaX

i piBeHb TpunTasun >200 Hr/mA;



*  ancnnasis/mienonponidepalisa KAiTUH HETYYHOT NTiHii
(He gocAarae fiarHOCTUYHUX KPUTEPITB reMaTosoriy-
HOr0 HOBOYTBOPEHHS);

* opraHomeranis (renato-, crieHo-, nimbageHonaris)
6e3 nopyLueHHsa GYHKLIT X opraHis.

CM-ArH:

+ Bignosigae kputepiam CM;

*  04HOYaCHO BIANOBIAAE KPUTEPIAM OKPEMOro rema-
TOJIOMYHOrO HOBOYTBOPEHHS.
ACM:

* Bignosigae kputepiam CM;

*  HasfBHa 21 3 TaKMX 03HaK OpraHHoi ANCOYHKLI:
- ANCOYHKLA KiICTKOBOrO MO3KY 3 LIUTOMEHIEHD;
- renatomMeranis 3 NopyLleHHAM QyHKLA neyviHkny,
NopTanbLHO rinepTeH3ielo abo acLmUToMm;
- OCTEONITUYHI YpaxKeHHs 3 NaToNoriYHUMK nepe-
Jiomamu (He npw oCcTeonoposi);
- NanbrnoBaHa CrJjeHoMerasisa 3 rinepcrijieHisMom
i LUTOMEHI€ED;
- LWWNYHKOBO-KMLWKOBA iHpinbTpauia TK 3 Manb-
abcopbLieto.
Jlelikemis TK:

* Bignosigae kputepiam CM;

*  HasBHa MaCMBHa iHGiINbTPaLis KiCTKOBOro MO3KY
aTnnosumu/Hespinnmn TK;

+ 30% TKy Ma3Ky KicTKOBOro MO3Ky;

* 10% umpkyntoBanbHUX TK 'y nepndepuyHin Kposi
(Kpim aneikeMiyHOro BapiaHTa).

Capkoma TK:

* He Bignosigae kputepiam CM;

*  BWCOKO3M105KiCHa NyxanHa 3 atunosnmn TK;

*  BUCOKWI MeTacTaTUUYHU NoTeHuian KNiTuH;

* cumMmnToMM akTuBaLil TK TpannatoTbed pigko (<20%);

+ myTauia KIT D816V BusiBnaeTbesa B ~20% BUNaaKiB.
TYYHOKAIMUHHA COPKOMA — Lie PifKicHa NyXanHa, SKa

XapaKTepu3yeTbCA IOKaNi30BaHVM iHBa3VBHM POCTOM,

L0 CKNajaEeTbca nepeBaxHo 3 TK. Mpu Lbomy B 6inb-

LIOCTi BUMNaAKiB He CNOCTepIiraeTbCsa 3MiH y KiCTKOBOMY

MO3KY Ta He BUSBNSAOTLCA biomapkepun CM [45, 49, 52].

LnTonoriyHo nyxnvHa npegcrasneHa TK, aki 4acto ma-

HOTb aTUNOBY MOP(OIOTito. Y HeAaBHBOMY AOC/IKEHHI

[49] myTauia KIT D816V BuasneHa B ~20% BUNaAKIB, 04-

HaK HaBiTb 3a ii HAABHOCTI XBOPO6a JEeMOHCTPYE CTilKiCTb

[0 CTaHAAPTHUX MeTOAiB Tepanii. 3aXBOPHOBaHHA MaE

HeCnpUATINBUN NPOrHO3, @ 6iNbLUICTL MNALEHTIB X1Be

MEHLL HiXX 2 pOKW 3 MOMEHTY BCTAHOBJ/IEHHS AiarHO3y.
OCKiNbKY NP MacToLMTO3i B MAaTONOTYHNIA NPO-

L,eC MOXYTb OZHOYaCHO 3anyyaTucs Aekifibka opraHis,

KNiHiYHa KapTUHa XBOPO6Y HaA3BMYalHO Bapiabesnb-

Ha. HanowwmpeHilWwmnmMm cMMnNToOMamu npu LiboMy €

cBepbix, NpunAnBWY, 6iNb y XXMBOTI, HYA0Ta, 610BaHHS,

Jiapes, KictkoBuia 6inb [37, 55]. LLIKipHI nposiBu MOXyTb

croctepiratnca gk 3a LUM, Tak i 3a CM, konmBaro4ncb

BiZl TOKaNbHOro A0 reHepani3oBaHOro YpaxeHHs LLKipW.

[HLWIi CUMNTOMM MACTOLMTO3Y OXOM/OKTh CNabKICTb,

YyTOMY, apTpasrito, Mianarito, HiYHy NiTANBICTb, @ NPy

Oro MporpecyBaHHi — OpraHHy AUCOYHKLIIO, MposBaMu

SKOI CTatoTb 0CTEO0Ni3, NimdpazeHoNaTis, cnieHoMeranis,
renatomeranis, LMToneHis, Manbabcopbuis. Moxansuii
i PO3BUTOK HENPOMCUXIYHOI CUMATOMATUKK, 30KpeMa

Aenpecii, TPUBOXHOCTI, A4PaTiBANBOCTI, Nepenagis Ha-

CTpoto [26].

MKM - ue BapiaHT ICM, 9KniA XapaKTepu3syeTbCs
KNoHanbHo nposidepadieto TK BUKAOYHO B KiCTKO-
BOMY MO3KY, 6e3 03HaK iHinbTpaLii iHLLMX opraHie abo
TKaHWH. OcobamBicTio MKM € Te, WO BiH 4acTo acoLli-
FOETLCSA 3 aHadiNakciero, ockinbky il Yactota npy MKM
nepeswuLlye 90% BMMaAKIB, LLLO 3HAUHO biNbLue, HiX Npn
ICM (20-49% crnocTepexeHb) abo B 3arafibHil nonyns-
Lii (0-2%) [66]. 3a3Bryaii nauieHTn 3 MKM He MatloTb
LLIKIpHMX NposiBiB XBopobu. bioncia KicTKOBOro Mo3Ky
npu LbOMYy MOXe AeMOHCTPYBaTK Ay>e He3HauHe abo
BiZICYTHE yTBOpeHHS arperartis TK, LLO pobuTb giarHoCTu-
Ky cknagHoto. Ans suseneHHs MKM noTpibHe peTenbHe
iMyHOpapbyBaHHS 3pa3kiB KiCTKOBOrO MO3KyY, OCKiNlbKM
MOPPONOrivYHWIA aHani3 6e3 3acToCyBaHHA MapKepiB
MOXe ByTK HernokasoBuMm [54].

MoxnuBi Taki kKaTeropii MOp$OAOTiYHNX 3HAXILOK
Y KiCTKOBOMY MO3KY rnpw po3nagax TK:

1) knacnyHi arperatn TK - Tunosi gna CM;

2) amcneproBaHi atunosi TK 6e3 arperaTiB, 3 He3BU-
yariHoto mopdonorieto abo ekcnpecieto CD25/CD2 -
xapakTtepHo ana MKM;

3) cybKAiHIYHI 3MiHK, LLO BiANOBIAAOTH KPUTEPIAM
cnHapomy akTmBauii TK (CATK);

4) BapiaHT HOpMW.
3a3BuYan KniHiYHUn nepebir MKM HeakTUBHWIA,

OZHaK Yy AeaKnX NauieHTiB MOXIUBI Taki NPoABK, AK

aHadinakcia Ha oTpyTy NepeTMHYaCcTOKpUINX abo bes-

MPUYNHHWIA OCTeonopos [67].

AHadinakcisi € 04HNM 3 HaNCePNO3HILLVX YCKNagHEHb
CM. 3a gesakunmu gaHmmu, ii yactoTta carae a0 49% su-
naakis, Harivactiwe npw ICM [11]. Tpurepamu € disnyHe
HaBaHTaXeHH$, NeBHi Xap4oBi NPOAYKTN, NiKapCbKi
3aco6W, yKyCcr NepeTmHYaCcTOKPUANX; OAHAK Y YaCTUHM
navieHTiB aHadinakcia BUHMKAE 6e3 YiTKO BCTaHOB/IEHO-
ro Tpurepa (igionatnyHa aHadinakcis - 1A). Mpwu LboMy
YacTo caMe He3po3yMisa aHadinakcia cTae nepLUoto
KNiHIYHOH 03HAKOHO, KA CMOHYKAE A0 peTenbHOro ob-
CTEXEHHS 3 MeTOo BUsABNeHHS natosorii TK [51].

IA i idionamuyHa akmusayis TK. |A - Lie cTaH, Lo Xa-
PaKTePU3YETLCA PeLMANBHUMUN eni3ojamm aHadinakcii
6e3 yCcTaHOBNEHOro 30BHILLUHBLOIO Tpurepa [29, 33].
Y po3BUTKY LIMX peakLin MoXyTb 6paTu yyacTb Ak TK,
Tak i 6azodinn. Y 30-60% Brnaakis aHadinakcia B go-
pocaomy BiLi knacnikyeTbCsa K igionaTnyHa, To4i SK
y AiTeln - go 10% cnoctepexeHsb. HaliuacTiwe IA Tpan-
NIAETLCSA B OCi6 XiHOYOT CTaTi Ta NALEHTIB 3 aTONIYHNMM
xBopobamu. |IA 6yno onncaHo noHag 40 pokiB Tomy.
BiaToai po3pobneHo ii kniHiuHy knacndikaLito Ta nigxoam
[0 Tepanii. 3a3Bunyaii IA CynpoBOAXYETLCS 3a/TyHEeHHAM
22 OpraHHMX cUcTem (CepLeBo-CyANHHOI, ANXaNbHOI,
LLTYHKOBO-KMLLIKOBOT). TUMOBI i CUMMTOMM OXOMJIHO-
HOTb KPOMMB'AHKY, aHFIOHEBPOTUYHNIA HabpsK ryb
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abo A3mka, xpunu, 61KBaHHSA, diapeto, MopyLUeHHS
CBIJOMOCTi Y/ HENPUTOMHICTb. [epe yCTaHOBNEHHAM
AiarHosy |IA Tpeba 060B'I3K0BO BUKIKOUUTY CEHCUBINI-
3auito fo a-Gal (BigcTpoueHa aneprist Ha M'ACO ccaBLiB),
nepBuWHHI po3naam TK Ta comatopopmHi posnaam [30, 41,
47, 50]. letanbHi Hacnigkm npu |A TpanasaoTLCA PiAKo,
npote 3adikcoBaHi B niTepatypi.

Y 6aratbox BMMNaAKax CkaZHO NPOBECTU YiTke po3-
MeXyBaHHS MixX |A 1 igionaTnyHo akTmBauiero TK.
OcobamBocTamMM i KNiHIYHOIO Nepebiry € po3BNTOK
Y MOJIOANX YOOBIKIB 3 FiMOTEH3IEHD UM HEMPUTOMHICTHO
6e3 LWKipHUX (KPOMUB'AHKN ab0o aHMOHEBPOTUYHOIO
Habpsiky) cumnToMiB. [pu LibOMY B 6iNbLUOCTI NaLiEHTIB
3 |A cnocTepiratoTbesa came LWKipHi (Kponue'aHka Ta/
ab0 aHrioHeBPOTUYHMIA HabPSAK) NPosiBK XBOPO6YK [21].
AvdepeHuiliHa giarHoCTKa NPOBOANTLCA 3 ANCHYHK-
LIi€FO rOI0COBUX 3B'A30K, CUHAPOMAaMWU, LLIO CYrpPOBOAXKY-
FOTbCS rinepeMiero (KapLUMHOIAHWI CUHAPOM, GeoXpomo-
umToma, VIP-cekpeTyBanbHi NyxanHW), Ba3oBarajibHOK
HENPUTOMHICTIO, MaHIYHUMK aTakaMy, OTPYEHHAMMU,
cepLeBo-sereHeBNMM XBOpPoHaMu.

Peakyii HO ompymy nepemuH4YacMoKpuAuX i po3a-
ou TK. Aneprist Ha OTpyTy MepeTUH4YaCTOKPUINX KOMaxX
(ocw, 64KONM) MOXe MPOBOKYBATU THXKIi, MOTEHLAHO
daTtanbHi cnctemHi peakuii [9]. Bigomo, Lo B naujieHTiB
3 CM i CATK pr3mK po3BUTKY TSXKKNX peakLuiii Ha yKycK
LMX KOMax 3HauyHO NigBuULLEeHWA. TOMY CBOEYACHEe BU-
aB/ieHHs natonorii TKy Taknx nauieHTiB Ma€ BaX/1nBI
KNiHIYHI Hacnigkn. JlofaTkoBuMU GakTopamMim pusmnKy
CTatOTb CYyNnyTHE NPUNMaHHA B-610KaTopiB abo iHri-
6iTOPIB aHrOTEH3VHMNEPETBOPIOBANLHOIO GpepMeHTy.
AHadinakcisa Ha OTpyTy NepeTUHYaCTOKPUINX (0CO6MBO
PO3BUTOK TiNOTeH3ii/HENPUTOMHOCTI) YacTo CBIAUNTE
Mpo kKNoHanbHWMM posnag TK [8, 9]. Y Takux cnTyauisx
PEeKOMeHAYETbCSA PYTUHHWNI CKPUHIHT Ha naTtonorito TK
[8, 64]. 3a gaHumMmun P. Bonadonna Ta cnieasrT. [9], anep-
rist Ha OTPYTY NePeTUHYACTOKPUANX € HANMOLLUMPEHI-
LLIOKO aNleprivyHoro peakLi€ero B MaLieHTIB 3 MePBMHHOIO
aKkTuBaLieto KnoHanbHUX TK. YacToTa ii B nauieHTIiB
3 natosnoriero TK ctaHoBUTb 7,9%, WO 3HAYHO BULLE,
HiX Yy 3aranbHir nonynauii [8, 64]. Llikaso, wwo npv ACM
aneprisg Ha oTpPyTy TPanAAeTbLCA pijLLe, ane npnymHa
LIbOro ABMLLA Hapa3i He 3'AcoBaHa.

be3s BignosigHoOro nikyBaHHa 40 97,5% navjieHTiB
3 natonorieto TK MatoTb MOBTOPHI CUCTEMHI peaKkLii
Ha OTPYTY NepeTUHYaCTOKPUANX, 6a13bko 90% 3 HuX -
TAXKi [64]. [IpoTe CKPUHIHM Ha aneprito Ha OTPYTy ne-
peTnHYaCcTOKPUANX He MOTPIGHO NPOBOANTY 3a BIACYT-
HOCTi CUMMTOMIB peakuili Ha ykycu komax. [MauieHTam
3 nigTBepakeHoto IA cnig BU3HaunTu IgE [0 eKCcTpakTiB
i KOMMOHEHTIB OTPYTW 64K0NN 1 OC abo BUKOHATU
NpUK-TecTn 3 BigNoBigHUMN anepreHamu [40]. 3rigHo
3 JOCIfKEHHAMMN KNIHIYHO 3HAYYLLLOK HUXKHBLOK Me-
xeto piBHA SIgE fo otpyT € >0,17 KU/I [5, 64]. Mpu LiboMy
nauieHtam 3 CM i anepriero Ha OTPYTYy MOKa3aHo AOBiUHY
aneprencneyndivHy imyHotepanito (ACIT) [5, 6, 56]. Xoua
no6otoBaHHS LWogo 6e3neku ACIT y i€l rpynn nayieHTiB

iCHYIOTb, MepeBary NepeBaxarTb NOTeHLiNHI pr3nKn

PO3BUTKY NOBIUHMX peakuili Ha aneprenu [5, 6].
CATK 3a3BMYai CynpoBOAXYETbCA MaCUBHUMU

YPaxeHHAMN, AKi MOXYTb JIOKaNi3yBaTUCA MPakTUYHO

B OyAb-AKOMY OpraHi - KicTkax, nediHLi, cenesiHui abo

nimbatnuHmx Bysnax [49]. CATK - ue rpyna posnagis,

AN KOTPUX XapaKTepHi enisoAnyHi CMMMITOMU Jerpa-

HynAuii TK 3 BUBINbHEHHSAM BigNOBIgHUX MejiaTopiB

[62]. Y pa3i CATK cnoctepiraeTbcs natonoriyHe Hakonu-

yeHHA TKy TkKaHMHax Ta/abo aHOMalbHe BUBINIbHEHHS

MegiaTopiB TK. 3a mexaHiamom po3BuTky CATK [1, 28,

63, 64] NoAiNATb Ha:

*  MEepBUHHWUI - KNOHaNbHWIA, KKl oxornoe CM i oro
BapiaHTn, LM, cnHApPOM akTMBaLLl KNOHaNbHUX/
MoHOKNOHaNbHUX TK (CAKTK/CAMTK);

*  BTOPVHHWM - HEKNOHANBHUI (anepronaTonoris,
aBTOIMYHHI npouecwy, iHbekuii, Heonnasii);

« igionatuuHNIA - 6e3 UiTKO B1U3HAYeHOl eTionoril.
JiarHocTtnyHi kpuTtepii CATK 6yn10 3anponoHoBaHo

2012 poky 11 akTyanizoBaHo 2019 poky [63]. Ans BCTa-

HoBneHHs giarHo3y CATK matoTb 6yTV BUKOHaHI BCi

TpW KpUTepii:

1. HaaBHICTb rocTpux i peyanBHNX CUMMTOMIB Je-
rpaHynauii TK 3 ypaXkeHHAM 22 OpraHHUX CUCTEM:

*  LWKipW (MOYepPBOHIHHSA, KPONMB'AHKA, CBepbiX, aHrio-
HEeBPOTUYHNI HabpPAK);

*  LUYHKOBO-KMLLIKOBOrO TPaKTY (Hy40Ta, 61t0BaHHS,
Aiapes, 6i1b y X1BOTI);

* OpraHiB AMXaHHSA (3a4MLLKa, XPUNKU, CTPUAOP);

*  CepLeBOo-CyAVHHOI cucTeMu (rinoTeHsid, Taxikapais);

*  HeriponcmxiaTpuyHoi chepm (HEMPUTOMHICTB).

2. NigBnweHHA megiatopis TK (HayacTiwe piBHA

TpunTasw):

*  3HauyLLe NigBMLLEHHS PIBHSA TPMMATa3n 3a $OPMYOoLo:
6asanbHUM piBeHb X 1,2 + 2 HI/MA;

* 3pa3okK KpoBi Tpeba bpaTn B Mexax 4 roguH Bij no-
4yaTKy CUMMNTOMIB.

3. MNo3nTnBHa BIAMNOBIAb Ha NiKyBaHHS, CNpAMOBaHe

Ha cTabinizauito TK abo 61okagy ixHix megiaTopis:

*  aHTUriCTaMiHHI NpenapaTtu;

*  QHTaroHiCTN NeNKOTPIEHOBUX PeLenTopis;

+ cTabinizatopn membpaH TK;

* auetwscaniymnoBa KMUCIOTa YW iHLWI HeCTepoigHi
npoTur3ananbHi npenapartu.

Cy4acHa knacmdikauis CATK nponoHye BUAINATU:
1) NepPBUHHNI KNOHaNbHWI/MOHOKAOHaNbHUIA CATK,

AKNIA

* He Bignosigae kputepiam CM;

+ Bignosigae kpuTepiam CATK;

*  XapaKTepU3YeTbCH KNOHAasbHICTIO (MyTauieto KIT
D816V (>80% BunazkiB) abo ekcnpecieto CD2/CD25);
2) BTOpUHHMIN CATK, akuii:

* He Bignosigae kputepiam CM;

+ Bignosigae kputepiam CATK;

*  He XapaKTepu3YeTbCA KIOHANBHICTHO;

*  MaE€ NyckoBi GakTopw: anepronaTosioris, aBTOIMyHHI
XBOpO6W, iHdeKLji, MyXTNHK;



3) kKoMbiHOBaHMM po3nag, A9 KOTPOro Xxapakrep-
He NOEfHaHHA KJOHaNbHOI akTmBaLii TK Ta cynyTHbLOI
afiepronartonorii.

Mpw BU3Ha4YeHH B nauieHTa CATK noTpibHO pe-
TeNIbHO BUK/IKOYATY Taki CTaHW, K CNagKoBUIA/Haby-
TN @aHTIOHEBPOTUYHNIA HabpsK, Finepeo3nHOPiNbHNT
CUHAPOM, HENPOEHAOKPUHHI NYXJINHW (raCTPUHOMa,
BilNMoma, MeaynsipHa KapLMHOMa LWMTONOAIGHOI 3851031,
beoxpomMoLMTOMa, KaPUUHOIAHWNA CUHAPOM), EHAOKPUH-
Hi po3naan (XBOPobY HafHVPKOBUX 3a/103, FiNOTUPED3),
TOKCUYHI, iIHGeKLiHI, CyANHHI, MeTaboniyHi, 3ananbHi
Ta HEOMNNACTUYHI 3aXBOPHOBaHHS.

CaT - ue HanowupeHila NpuynHa nigsuile-
HOro 6a30BOro PiBHA TPUMTa3W B CMPOBATLL KPOBI.
Ana CaT xapakTepHU NigBULLEeHNIA 6a3anbHUA pi-
BeHb TPUMNTasW >8 HI/MA, 3yMOBEHWA NiABULLEHOIO
NPoAyKLi€to Npo-a-TpunTasu, a He akTusauieto TK.
Llen cTaH Ma€ aBTOCOMHO-A0OMIHAHTHUM TN cnagKo-
BOCTi 3 NOLUMPEHICTHO B 3arafibHiil nonynsuii Ha piBHi
5%. MigBuweHHs 6a3anbHoi TpunTasu >11,4 Hr/mn
TpannaeTbca B 4-6% npencTaBHUKIB Nonynauii, ane
npw LLbOMY B NALEHTIB CNif BUKIKOYATN HUPKOBY
HefOoCTaTHICTb, iIHPeKLii, MienonponidpepaTBHI XBO-
pobwu, nepBuHHI po3naawn TK. FeHn TpunTasm noka-
ni3oBaHi Ha xpomocomi 16. TPSAB1 koaye a- abo
B-TpvnTasy, a TPSB2 - B-tpunTtasy [31]. Mpwu CaT
y MaLi€eHTIB CNOCTepiraeTbCcs 36inbLUeHe YNCI0 KONl
TPSAB1, Wwo npu3BoANTb A0 NigBULLEHOT ekcnpecii
a-TpunTasu.

Y npoueci po3suTtky CaT ¢popmytoTbCs TeTpamepu
a/B-TpunTasn, AKi akTBytoTb peLientopy EMR2 (CD312),
LLLO BiANOBIAa0Tb 3@ NiABULLLEHHSA MPOHUKHOCTI CYyAUH
i Habpsky, a Takox PAR2 (F2RL1) - megiaTopwn 3ana-
neHHsd. Kpim TOro, Tpmunrasa Moxe akTUBYBaTU aHa-
binaToKCUMHW, CTUMYNIOBATN CUCTEMY KOMMIEMEHTY,
a TakoX BMAMBATW Ha 3CigaHHA kpoB.i [22, 32, 50]. CaT
ACOLIFOETHCSA 3 TAXKUMU aHadinakTUYHMMKN peakuis-
MUK, 0COBNMBO NPW aneprii Ha OTPyTy NepeTMHYacTo-
KpUAnX, a TakoX NocueHHAM cuMmnToMmiB y pasi CM
i CATK [66].

Cnig 3a3HaunNTK, WO nauieHTw i3 CaT MoXyTb MaTu
PI3HOMaHITHI CUMMTOMU, AK-OT KPOMUB'AHKA, aHriOHe-
BPOTUYHNI HAabpsAK, aHadinakcisa, rinepemis, CMHAPOM
MoApPasHEeHOro KULWKiBHWKA, HEBPOJIOTIYHI, NereHesi,
cepLeBo-CyAVHHI, LLTYHKOBO-KWLLKOBI, LLUKIPHI Ta Ncuxia-
TPUYHI cumnToMU [31]. OCHOBHUMIN MeToZaMm KOopeKLi
LbOro CTaHy € MPU3HaYeHHs K 6a3ncHOI Tepanii aHTu-
rictaMiHHMX NpenapaTie abo omanisymaby, eGekT1BHICTb
AKoro (>90% nauieHTiB 4eMOHCTPYHOTE NONIMLLEHHS)
AOBefleHa AN KOHTPO0 CMMNTOMIB KPOMUB'AHKN
" aHadinakcii [52]. Mpn LbOMY HaliMeHLL YyTANBUMU
[0 Tepanii € Taki CUMNTOMU, 5K FiNepMOoBiNbHICTL Cyr-
nobis i giapes.

t , TAKTUKA BEAEHHA MALIEHTIB 1
3 MATONOTIEK TK

OCHOBHWIA NiAXig J0 NiKyBaHHSA HearpecnsHUX Gopm
MacToLMTO3Y MONATAE, 3BaXKaroun Ha iHAVBIAYyaNbHi
noTpebu nauieHTa, B YHUKHEHHI TpUrepis, KOHTPOI
CUMMTOMIB, 3yMOB/IEHUX akTuBaLier TK, LuinboBomy
npurHiveHHi megiaTopis. NpenapaTamMu nepLuol NiHii
[151 KOHTPOJTKO CBepbexy Ta NMpUMnBIB € aHTUTICTaMiHHI
H,-bniokatopw, a Takox aHTurictamiHHi H -610kaTtopu -
ANS NiKyBaHHSA LLTYHKOBO-KVLLIKOBUX CMMTOMIB, AK-OT
6inb y X1BOTI, CNasmMu, gucnencia Ta giapes [17, 18, 41,
51, 59]. Sk foAaTKOBI NpenapaTi MOX/1MBe 3aCTOCYBaHHS
iHriGITOpPiB MPOTOHHOI MOMMM, KPOMOHIB, aHTaroHiICTIB
NenKOTPIEHOBMX peLlenTopiB, aLeTUACaniLMI0BOI KNCIO-
TI, IKa MOXE 3aCTOCOBYBATUCHA HaBITb 3a TAXKMX GOPM
XBOpPO6W, NpOTe BapTO BPaxoByBaTW Npw ii Tp1BanomMy
npuiiMaHHi pn3nk aktTreaLii TK Ta TOKCMYHOro BNanBY
Ha LUYHKOBO-KMLLIKOBWIA TpakT [13, 51, 65]. 3a obmexe-
HOrO ypaxkeHHs Wkipy npu LUM edexkTnBHMM € 3acToCy-
BaHHA TOMIYHVX KOPTUKOCTEPOIAIB. Y TAXUYUX BUMNALKAX
MOX/IMBE MPU3HAUYEHHS CUCTEMHINX KOPTUKOCTEPOIAIB.
Ao LLIM BUSABAAETLCA PE3UCTEHTHUM 0 KOPTUKOCTe-
poigiB, anbTepHaTVBHIM METOA0M € ynbTpadioneTosa
doToTepanis [10]. 3acTocyBaHHA 6ionoriuHoi Tepanii,
30KpeMa oManisymaby, po3rnaAaeTbes iHANBIAYabHO
y cknagHux sunagkax [2,4, 12,15, 16, 19, 30, 38, 46].

Ana npodinakTnkm po3BUTKY aHadinakcii nauieHTam
3 MacToLMTO30M PeKOMEHZAOBAHO MaTu NpW CObi aBTOIH'EK-
TOp 3 eniHedpUHOM. [Ins yCyHeHHS NiAroCTPUX CUMNTOMIB
NiCNs yCyHeHHsi roCTpmX NposiBiB aHadinakcii 4,04aTKOBO
3aCTOCOBYHOTb H,-ricTamiHo6/10KaTOpK Ta NepopasnbHi
KopTukocTepoian [24, 41, 47, 51, 65]. Y pasi peunansy
aHadinakcii 3acTocyBaHHsA oManisymaby (aHTu-IgE-aHTn-
TiNI0) AEMOHCTPYE 3HauHe NMoKpaLLeHHA KOHTPOJIHO CUMI-
TOMIB i NiABULLIEHHS AKOCTI XuTTa [2, 4, 12,15, 16, 19, 30,
38, 46]. Mpw nporpecnBHux/arpecBHnx dpopmax CM
NPU3HaYatoTb iHFBITOPY TUPO3MHKIHA3W, aKTUBHI MPOTK
KIT D816V. Ponb TpaHcnnaHTaL,i reMonoeTUyYHmX CTOBOY-
POBUX KNITVH Y pa3i CM f0ci YiTKO He BU3Hau4eHa, OCKibKI
HEeMa€ NPOCMEeKTUBHUX JOCNIIKEHb, ki 6 04HO3HAYHO
BCTaHOB/IHOBa/IM MOKa3aHHA 40 TpaHCrnaaHTaLlii.

OT1xe, mactounTos, CATK, IA Ta CaT € ceprio3HMMN
KNIHIYHUMIW CTaHaMW, AKi MOXYTb JieXaTu B OCHOBI pe-
LUNANBHUX TAXKKUX aneprivHnx peakuin. CydacHUMM
niazxofamu Ans NiATBEPAXKEHHS BiMOBILHOrO AiarHo3y €
BM3HaYeHHs cneundivHmx biomapkepis (30kpemMa Tpun-
Ta3u) Ta MOPPONOTiYHI JOCNIAKEHHS LLKIpK, KICTKOBOrO
MO3KY, TKAHUHHWX 6ionTaTiB. Y NikyBaHHI LMX CTaHIB
Jefani lwupLue 3aCTOCOBYOTLCA Bi0NOriyHI Npenapatu
Ta LiNbOoBI iHribiTopY, L0 A€ 3MOry 3HAUHO MOKPALLUTY
AKICTb XUTTA NALLEHTIB | KOHTPOJIHOBATY KNiHIYHI NPOABY
XBOPO6, acoujiioBaHmnx 3 TK.

Cnucok nitepaTypu - B pegakiuiii.



