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XBopoba BpyToHa — Ii¢ CHagKOBE 3aXBOPIOBAHHS, IO XapaKTCPHU3YETHCS
BIJICYTHICTIO a00 pI3KUM 3HWKEHHSM pIiBHA BCIX KJaciB iMyHOTJIOOYIIiHIB
(19G, IgA, IgM Ta iH.) y KpOBi, IO MPU3BOAUTH IO TSKKOrO Aediuuty
ryMOpaibHOro iMyHitery [1-5].

IenerryHO 3ymMoBNeHa MyTauismu B reni BTK (Bruton's Tyrosine Kinase),
posramioBaHoMy Ha X-xpomocomi [1, 2]. Ileii reH BiANOBiTaIbHUMIA 33 CUHTE3
(epMEHTY THPO3WHKIHA3M, #AKWI Oepe yd4acTp B TIPOLECi YTBOPEHHS
i qudepentitoBanas B-xnitrH. B pe3ynbTaTi MyTallii 10ro reHa i OoKyBaHHS
CHHTE3y  OpYTOHOBCBKOI  THPO3MHKIHA3M  TOPYIIYeEThCS  (popMyBaHHA
TyMOpaIBHOTO iMyHiTeTy [1-5].

«Tuposunkinaza bpyrona (BTK) — me HepemenrtopHa TeC-kiHasa, sika
Habupae o0epTiB 3 MOMeHTY cxBasieHHs] BTK-TapreTHoi Teparii sk nepiua JiHis
JIKyBaHHS  3JIOSKICHUX HOBOYTBOpeHb B-wmitma» [1].  ExcrionenTHE
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PO3MIMpPEHHs KiIbKicTh myOuikamii, mo crocytorecs BTK 3a ocranne nmecs-
TWITTS, MOXHA BiHECTH OO NIMOMIOr0o po3yMiHHS OaratorpaHHoi pour,
Ky BiH Ipa€ B IMyHHIH cHcTeMi, Ta IIOSBI HOBHX OUIbII crienudivHUX
irri6itopis BTK [3].

3rogom Oymo moBeneHo, mo BTK Bimirpae BupimanbHy poib y KUTBKOX
OloJOTIYHMX TpoliecaX, BKIIOYA0UX mudepeHmipoBky B-wmitun [2]. Takox
6yi10 moBezeHo, mo BTK dhochoprumoerses in Vitro npu crumysisimii perieriropa
anrureny B-xmitua (BCR), micnst 4oro minBuiiyeTbes piBeHb KiHasu Lli momii
npu3BosaTh 70 BKmodeHHs BTK sk unena curvamproro numixy BCR[5].
Ile Oyn0 MOAATKOBO BCTAHOBJICHO y JOCHIIKCHHSX HA MHUIIAX 13 Je(ilUTOM
BTK. Hlmsixom 6noxyBanHs ekcrpecii BTK, XaH Ta iH. mokazanu 3HMKEHHS
3pimux B-xiituH Ta nedinut iMyHOTIIOOYMiHIB y cHpoBarLi MUIIeH 3 nedinu-
toM BTK, 110 siesxuts B ocHOBI He3aminHOT ipupoau BTK mis mudepentiarii
B-xititrn.[4]. Butemn m'ska ¢opma 3aXBOpIOBaHHS, II0 HECE TOYKOBY MYTAIIIO
BTK, Bimoma sk X-3uemnenmii imynozedinut (XID). Jedexrn, mpucyrtHi
B XID, HezHauHi B opiBHsHHI 3 XLA, ane B-kimiTuHM, TPUCYTHI Y MAIli€HTIB,
nopytmy curhamisaiio BCR [5].

Tuposunkinaza BpyToHa Binmirpae BaJIMBY pOJIb Y CUTHAIBHOMY IILISIXY
pereiropa  B-xmitue  (BCR). BTK BrumBae Ha BHpOOJCHHS MOJICKYII-
MECEHJDKEpIB, SIKI MOXYTh aHOMAIBHO aKTHBYBAaTH CUrHambHud 1usix BCR
i TpancdopmyBaru B-kiriTuHM B ayTopeakTHBHI B-KiiTHM, BiANoOBiganbHi 3a
ayToiMmyHHI 3axBoproBanHs [2]. [linBumuena axrtuBHicth BTK cmocrepiranacs
OpH KiTbKOX ayTOIMYHHHX 3aXBOprOBaHHsX, BKmowaroun CUB ta PA [2].
Curnanpamii oteHmian BTK Ta #ioro minpoBa mpupona BHUsSBHIACS HAI3BHU-
YaifHO LIHHOKO JUTS IMMPOKOTO CIIEKTPY KITIHIYHUX 3aCTOCYBaHb [5].

Po3poOka HOBHX, Oinbln crenudidHuX Ta MeHm TokcmuHmx BTK moxe
TIOTEHIIIHO 3pOOHTH PEBOIIOLIO Y JTIKyBaHHI 3HAYHOI KITBKOCTI 3aXBOPIOBAHb
i3 TIIe HE3aI0BOJICHUMH TIOTpeOaMH Y JTiKyBaHHi [2].

XBopoba bpyTona nepenaerhbes 3a X-34CIIICHIM PEIIECHBHAM THIIOM, TOMY
XBOPIFOTh MEPEBAKHO XIOMIHKH [1-5].

INouarok 3a3Buuail y Bimi 6—12 wmicsuiB (Imicnst BTpaTH MaTepPUHCHKUX
AHTHTLI): YacTi, peLMIMBHI OaKkTepianbHi 1HQEKI|i: OTUTH, CHHYCUTH, ITHEBMO-
Hii, mKipHi iH}ekil. MBI eHTepoBipycHi iH(eKil Ta MeHiHTiTH [6].

JiarHocTuka:

— Hmspkuit abo BigcyTHi piBeHp YCiX KIAaciB  IMyHOITIOOYIiHIB
(19G, 1gA, 1gM) [1-5].

— Bincyrnicts abo piske 3HKeHHS uncna B-kmitna (CD19+ abo CD20+)
y kpoBi [1-5].

— TeHeTnuHe TecTyBaHHS — BUsIBJICHHs MyTaitii B reri BTK [1-5].
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JlikyBaHHsL:

— JloBiuHe 3aMiCHE BBEACHHS IMYHOIVIOOYINiHIB (BHYTpIIIHBOBEHHO
a00 miaKipHo) [2].

— AmnTHOaKTEpiaNBHA Tepartis mpH iH}ekmisax [2].

— YHHKaTH )XUBHX BaKIUH (Hampukma, nomomient OI1B) [2].

Kniniuanii Bumamox: Xmomuwk JI., 3 poxw, oquH 3 IBilHI — mepeOyBae
Ha IUCMaHCepHOMY cmocTepexeHi B OOmacHIM KIHIYHIA IUTSYIA JTiKapHi.
3 aHaMHe3y JKUTTS: QUTHHA 3 JABiiHI, Bif | BariTHOCTI, mo nepebirata Ha T
TOKCHKO3y TIPOTSITOM Yciel BariTHocTi B Marepi. XBOpi oOHIBH Opatn —
OJIM3HIOKH.

3 6 MicsILiB THIMHI OTUTH 2 pa3u Ha piK, PEUMIMBYIOUl KUIIKOBI 1H(pEKIT,
3 2-X pOKIB — raiiMopuTH, OpOHXITH 110 6 pa3iB Ha piK, y 3 POKU — ITHEBMOHIS
JTBOOIYHA, TOPIITHA 1O JIKYBaHHS 2-Ma aHTHOIOTHKAMH TTapeHTepalbHO 0e3
BUKOPHCTaHHsI KOHIIEHTpary iMyHortoOyniHiB — BIOBEHY, xomm 3amino3prmm
IMyHOZIE(IITHT.

Ha imyHorpami (3 poku) crocTepiraerecs piske 3HIDKEHHS pPiBHS
B-mimormrie, peaxmii Omacrrpancdopmarii  mimdorwrie  (PBTJI), 3HH-
xeHust 1g G 1 1g M, selitpodinbHuil NeHKONNTO3, MiJBHUIIEHHS MOKa3HUKIB
(harorTozy 1 GaKTEPUITMIHNX BIACTUBOCTEH (haroIuTiB.

IIpornos:

3a CBOEYACHOT A1arHOCTUKHM Ta aJIeKBaTHOI Tepallii — CIPUSITIIMBHUA.

be3 JikyBaHHS — BHMCOKMH pH3MK BaXKHX IHQEKIIH 1 JeTaabHOro
pe3yJbTaTy.
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