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Aucnnasia cnony4yHoi TKaHuHM:

Nexuii, ornaam

oco6nmBocTi KNiHiYHMX NpoNaBiB, AiarHocTUKM Ta NiKyBOHHS

Pe3iome

AMCNAQ3Isl CNOAYYHOT TKAHUHW HOAEXUTb AO HACAQ CKAGAHUX MATAHL CYYACHOT MEAUUMHU. Auncnaasia
CMOAYYHOT TKOHWHW € YHIKAABHOIC GHOMOAIEIO PO3BUTKY OPIaHI3MY, SIKQ BKAIOYOE BEAVKY reTeporexHy rpyny
CTQHIB. CUCTEMHICTb YPQXKOHHS! 3YMOBAGHA 3HAYHUM PO3MOBCIOAXEHHSIM B OPraHisMi CNOAYYHO! TKAHWUHM.
AUCNAQCTUYHI 3MIHN CNOAYYHOI TKAHUHU PISHOMGHITHUX OPraHi8 | cucTem AIQrHOCTYIOTLCSI TOA, KOAW Y NALjEH-
TQ BUSIBASIETLCS HOGIP O3HAK, SIKI HE BNUCYIOTLCS Y XKOAHE 3 AMDEPEHLIMOBAHNX 30XBOPIOBAHbL. Y CTATTIi NpeA-
CTOBASHUIA OTASIA AITEPATYPM, NPUCBSNEHI BUSHAHEHHIO, NPUYNHAM PO3BIATKY, KAIHIYHM $OPMaMm, 30ranbHUM
MIAXOAQM AO AIQTHOCTUKM TQ AlKYBQOHHSI AUCNAQSI CROAYSHOT TKAHWHM .

KAI0408i CAOBQ: AUCNIAQ3IS CNOAYHHOT TKAHWUHU, AIQrHOCTUKQ, AIKYBQHHS!

Avcnaasis crnoAy4HoOT TkaHUHN (ACT) — NATOAOCTS, SIKA TPANASIETb-
csl'y NPaKTUL Alkaps! Byab-aKol cneuiaabHoCTI. KAiHiuHi nposisu ACT
PI3HOMQHITHI, TOMY 4OCTO CKAGAHO 06’ EAHATU YACAEHHI CUMNTOMU TA
BUSIBUTU CUCTEMHY NATOAOTIO. BpoaxeHi Ta/a6o cnaakosi Aedextu
CMOAYHHOT TKOHUHU HEPIAKO NPU3BOASITL AO MOPYLUEHHS XUTTEBO
BQXKAMBUX GYHKLIN | 3yMOBAIOIOTb HECMPUSITAUBUIA NPOTHO3 AAS XXUTTSI
TA NPALE3AQTHOCTI NALEHTA.

CnoayuHa TkaHuHa (CT) 3a CBOEIO 3HAYMMICTIO 3QIAMAE B OPra-
Hi3Mi ocobAMBe MicLe, OCKIALKM CKAGAQE B6AM3LKO 50 % BCiei macu
TiAQ. AxepeAoM ytBopeHHs CT € MeseHxima (eM6pioHaAbHa CT), 3
AKOI POPMYIOTLCS WKIPA TA KICTKU, KPOB | AIMDQA, TAGASHBKI M’s13U
Xpsii. Ha BiaMiHY Bia 6YAb-51KOrO IHLLOTO TUMNY TKAHUH, CT MaE YHIKQAL-
HY CTPYKTYPY, KO CKAGAQETLCS 3 AOGpPE PO3BUHEHOT NO3AKAITUHHOT
MaTPUUI TG NOPIBHAHO HEBEAMKOT KIALKOCTI KAITUH, Byab-sikut auc6a-
AQHC Y Ujd cucTtemi Moxe npuasoantm Ao ACT.

Tepmit ACT LWMPOKO BUKOPUCTOBYETLCS B MEAMYHIN AiTepaTypi 3
KiHUS! 1980-x POKiB: MOro 3QMNPONOHOBAHO SIK KOHCTATALLIO KAIHIYHUX
NpPOo9BiB NOPYLLEHHS CUHTE3Y TA GYHKLIOHYBAHHS NOXIAHUX KOAQreHo-
BUX | @AQCTUYHIX GIAKIB, LLIO CBIAYMTL NPO NOPYLLIEHHS! PO3BUTKY OPra-
HiB | TKGHUH B eMOPIOHAALHOMY TA NOCTHATAABHOMY Nepioaax [13]. Y
possutky ACT NpoBiAHE 3HQYEHHS MAIOTb MyTALLji reHiB, SIki KOAYIOTL
CWHTe3 | NPOCTOPOBY OPraHI3ALIlo KOAQreHy, BIAMOBIAQIOTh 3 Gop-
MYBQHHSI CTPYKTYPHUX KOMMOHEHTIB MATPUKCY Ta pepMeHTiB, siki
6epyTb yuacTs y npouecax piGporeHesy. MoppoAOriYHO BCI L 3MiHU
XQAPAKTEPU3YIOTLCSI HENPABUALHUM GOPMYBAHHSIM AQHLIIOTIB KOAQre-
HY, BHOCAIAOK 4Oro yTBOPIOIOTLCSI TAK 3BAHI QHOMAAbHI TPUMEPHU
KOAQreHy, siki He BUTPUMYIOTb HOASXXHOTO MEXAHIYHOrO HOBAHTQXKEH-
HS1; 3MIHW TKOX BiABYBQIOTLCS Y @AACTUYHUX BIBPUAQX, rikonpoTe-
iaax i nporeoraikaHax 3 piGpobGAaacTamm [5].

Y uinomy AaHi LWoAo nowmpeHocTti ACT ypusuacCTi Ta cynepeyau-
Bi, LLIO 3YMOBAEHO PI3H1MIN METOAOAOTIMHUMU NIAXOAQMM TA KAQCUI-
KaLisIMK, SIKUMM KOPUCTYBAAUCS AOCAIAHWKU, OAHOK MOXHQ MPUNYC-
TUTK, WO HACTOTA BUSIBACHHS! O3HAK AQHOT NATOAOTIT PI3HOrO CTyneHs
BUPQXXEHHSI AOCUTL BEAUKQ. Tak, notumpeHictb ACT y 0ci6 MOAOAOTO
BiKY KOAVBAETLCS BiA 14 AO 85 %. 3a AQHUMM AOCAIAXKEHHS GibLue 600

nomepAux, HeaupepeHruinosaHy ACT BusiBASIAN Y 95 % Bunaakis [17)].

AMEPUKAHCHKUMA reHeTUK V. A, McKusick BUAIAVB CTAHM, NOB’s13a-
Hi 3 3MIHOIO KOAQIreHY, Ta HA3BAB iX CMIAAKOBUMI 3AXBOPIOBAHHSIMU CT,
SIKUM BUAIASHO OKpeMUi Po3aiA Y 6Asi AQHUX CNAAKOBMX 30XBOPIO-
BAHL AOAUHM «On-line Mendelian Inheritance In Man» (OMIM) [23].
Po3spobaeHa 6a3a MeAUKO-TeHeTUHHX AOCAIAKeHb ACT i 3anpono-
HOBQHO PsiA NOAIMOP®I3MIB, SIki MOXYTb BUKOPUCTOBYBATUCS MPU
NOAQABLUNX AOCAIAKEHHSIX [11]. YCTQHOBAEHO, WO NONepeyHo aHo-
MOABLHO PO3TALLOBAHI XOPAM LLAYHOUKIB CepLst O6MEXYIOTh AiaCTO-
A4He pPO3CAQBAEHHS CepLeBoro M's3a, LWo CTBOPIOE NepeAyMOoBU
AASl PO3BUTKY rOCTPOT CepLEBOi HEAOCTATHOCTI NPM HAAMIDHOMY
I3UHHOMY HOBAHTAXEHHI [17]. 30 AQHAMM HLLIMX AOCAIAHIKIB, Y XBOPUX
Ha ilweMivHy xsopoby cepus (IXC) 3u HasiBHOCTI 03HaK ACT yacTiwe
BUSIBASIOTLCS MOAOBXKEHHS iHTepPBAAY QT, HOALLAYHOUKOBI TA LUAYHOY-
KOBI MOPYLUSHHS1 PUTMY, Q NPY NOEAHAHHI MPOAQGYBAHHS ATPIOBEH-
TPUKYASIDHUX KAQMQHIB i3 QHOMAABHO PO3TALIOBAHUMU XOPAQMU
LIAYHONKIB CEPLSl YOCTOTA QPUTMIYHX YCKAQAHEHb 3GIALLLYETLCS B
2-2,5 pasa [10].

ACT - Lie reHeTM4HO ASTePMIHOBAHI CTAHM, Ik XAPAKTEPU3YIOTLCS
ASPEKTAaMIN BOAOKHUCTUX CTPYKTYP | OCHOBHOT PEUYOBUHM CNOAYHHOI
TKAHWUHW, WO NPU3BOASTL AO NOPYLUEHHSI GOPMYBAHHS YTBOPEHHS!
OPraHis i CUCTEM, MAIOTb NPOrPEAIEHTHUIA Nepebir T BU3HAYAIOTL
0COBAMBOCTI OCOLIAOBAHOI NATOAOTIT, A TAKOX GAPMAKOKIHETUKY Ta
dapmakoAnHaMiKy Aikapcbkmx 3aco6is [3, 15, 21]. XapakTep ycnaa-
KyBaHHSI ACT = NOAIF@HHO-MYALTUGAKTOPIAALHUIA (3AXBOPIOBAHHS 3i
CNAAKOBOIO CXUALHICTIO), KOAWM MAIOTb MICLLE MYTALLii BEAUKOT KIABKOCTI
reHis, a BUNAAKOBA NepexoMGiHALLS areAen Bia 6ATbka Ta Matepi
KOXHOro pasy Npu3soAUTb A0 POPMYBAHHS HOBOTO YHIKOALHOIO
reHotuny. O3HakM ACT NPOSIBASIIOTLCS MPOTSIFOM XUTTS, B NEPIoA
HOBOHAPOAXEHOCTI BUSIBASHHSI 03HAK ACT MIHIMOAHI, y BiLli 4-5 pokis
No4YnHAE GOPMYBATUCS NPOACINC KAQMNAHIB CepLst, B 57 pokis —Topa-
KOAIapPArMaALHUIA CUHAPOM (A€ bOPMALi FPYAHOT KAITKU TQ xpebra),
NAOCKOCTONICTb, Mionisi, B NIAAITKOBOMY TQ MOAOAOMY BiLlj — CYAUHHUA
cuHAPOM [1]. Kputnunum nepioaom nposisie ACT € MiAAITKOBUI BiK,
KOAM NPUPICT KIALKOCTI O3HAK HECMPOMOXHOCTI CMIOAYHHOT TKAQHMH
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