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Aucnnasia cnony4yHoi TKAHUHKU:

0CO6NMBOCTI KNiHIYHMX NPONBIB, AiIArHOCTUKMU TA NiKYBOHHSA

Pe3iome

ANCNAQ3ist CNOAYYHOT TKOHUHN HOAEXUTb AO YUCACQ CKAQAHVX MUTOHb CYHYOACHOT MeAVLMHK. AMCNAQSIS
CMNOAYYHOI TKAHUHW € YHIKOABHOKO QHOMOAIEIO PO3BUTKY OPIAHI3MY, SIKA BKAIOYOE BEAUKY reTepPOreHHy rpyny
CTaHIB. CUCTEMHICTb YPONKEHHST 3yMOBAEHA 3HAYHNM PO3MOBCIOAMKEHHSM B OPraHI3Mi CMIOAYYHOT TKAHWHW.
ANCNAQCTUYHI 3MiHM CMIOAYYHOI TKOHUHW PIBHOMOHITHUX OPTrOHIB | CUCTEM AIQrHOCTYIOTbCS TOAI, KOAM Y NALEH-
TA BUSIBASIETLCSI HOBIP O3HAK, SIKi HE BMNCYIOTLCS Y KOAHE 3 AUPEPEHLINOBAHMX 30XBOPIOBAHDL. Y CTATTI MpeA-
CTABAEHUI OTASIA AITEPATYPU, MPUCBAYEHUI BUSHAYEHHIO, MPUYMHAM PO3BUTKY, KAIHIYHM GOPMAM, 30raAbHUM
MAXOAQM AO AIQrHOCTUKM TA AIKYBAHHST AUCMAQSiT CIIOAYYHOT TKOHWHW |

KAIO4OBi CAOBQ: ANCNAQSISI CMOAYHYHOT TKAHMHW, AIArHOCTUKA, AIKYBAHHS

Ancnaaaist CoAy4YHOT TKAHMHKM (ACT) — TATOAOTIS, SIKA TPAMNASIETb-
C$1'y MPAKTUL AIKQPST BYAb-SIKOT CrEeLiaAbHOCTI. KAiHIYHI nposisn ACT
PIBHOMQHITHI, TOMY YOCTO CKAQAHO 06’ € AHATU YNCAEHHI CUMMTOMK TA
BUSIBUTU CUCTEMHY NATOAOTI0. BpoaXKeHi Ta/ab60 CnaaKoBi aAedextn
CMOAYYHOI TKAHWHU HEPIAKO MPU3BOASTb AO MOPYLUEHHS XXUTTEBO
BODKAMBMX PYHKLIN | 3yMOBAIOIOTb HECIPUSITAUBUIA MOOTHO3 AAS XKNTTS
TA NPALE3AATHOCTI NALEHTA.

CnoayyHa TkaHuHa (CT) 3a CBOED 3HAYMMICTIO 3AMMAE B OPro-
Hi3Mi OCOBAMBE MiCLIE, OCKIAbKM CKACAQE BAM3bKO 50 % BCiei macu
TinQ. AkepenoM yTBopeHHst CT € meseHxima (eMbpioHaAbHA CT), 3
AKOT GOPMYIOTLCS! LWKIPA TA KICTKN, KPOB i AiMbQ, TAOAEHBKI M 931 i
XpsiLLi. Ha BiaAMIHY Bia 6YAb-SIKOTO iHLLOTO TMny TKOHWH, CT MAE YHIKOAb-
HY CTPYKTYPY, SIKO CKAGAQETLCS 3 AOBPE PO3BUHEHOT MO3AKAITUHHOI
MATPUL TO MOPIBHIHO HEBEAMKOI KIABKOCTI KAITWH. ByAb-sIknn Ancoa-
AQHC Y Ljn cuctemi Mmoxke npussoantn Ao ACT.

TepmiH ACT LWIMPOKO BUKOPUCTOBYETLCSI B MEANYHIN AITEPATYPI 3
KiHUg1 1980-x pOKiB: MOro 3anMpPONOHOBAHO SIK KOHCTATALLIKD KAIHIYHMX
MPOSIBIB MOPYLLUEHHS CUHTE3Y TA QYHKLIOHYBAHHST MOXIAHWX KOAQreHo-
BUX | EAQCTUYHKX BIAKIB, LLLO CBIAUYMTL MPO MOPYLLEHHS PO3BUTKY OPra-
HiB | TKOHWH B eMOPIOHAOABHOMY TA MOCTHATAABHOMY nepioaax [13]. Y
po3suTky ACT NpoBiAHE 3HAYEHHST MAKOTb MYTALLi FEHIB, SIKi KOAYHOTb
CUVHTE3 | MPOCTOPOBY OPraHI3ALtO KOAQreHy, BiANOBIAQKOTL 30 GOp-
MYBOHHST CTRYKTYPHMX KOMAOHEHTIB MATPUKCY TA GEPMEHTIB, SIKi
6epyTb y4ACTb y MpoLecax ¢ibporeHesy. MopdOAOriYHO BCi Lij 3MiHM
XAPAKTEPUIYHOTLCST HEMPABUABHM GOPMYBAHHSIM ACHLIFOTB KOAQre-
HY, BHOCAIAOK YOrO YTBOPIOKOTLCS TAK 3BAHI AHOMOAbBHI TRPUMEPH
KOAQreHY, sIki He BUTPUMYIOTb HOAEKHOTO MEXOHIYHOTO HOBAHTCKEH-
HS1; 3MiHM TOKOXK BiADYBAKOTLCS Y €AACTUHHNX GIBPUACX, TAIKonpoTe-
iAQX | MPOTEOTAIKOHOX 3 PiIBpoBAaCTaMM [5].

Y uinomy AQHi Wwoao nowmpeHocTi ACT ypUBYACTI TA CynepeydAmn-
Bi, LLLO 3YMOBAEHO Pi3HUMN METOAOAOTYHNMM MIAXOACMM TA KAQCUDI-
KALLSIMM, SIKUMM KOPUCTYBOAUCS AOCAIAHMKU. OAHOK MOXKHA MPUMyC-
TUTW, WO YACTOTA BUSIBAEHHSI O3HAK AQHOT MATOAOTIT PI3HOrO CTyneHs!
BUPAYKEHHST AOCUTb BEAMKA. TaK, nowwmpeHictb ACT y oci6 MOAOAOIO
BiKY KOAVMBOETLCS Bia 14 A0 85 %. 30 AQHNMU AOCAIAXKEHHS BinbLe 600

nomMmepAnx, HeandepeHuinosaHy ACT BUSIBASIAM Y 95 % Bunaakis [17].

AMepuKaHcbkmin reHetnk V. A. McKusick BUAIAMB CTAHM, MOB’5130-
Hi 3i 3MIHOIO KOAQIrEHY, T HO3BAB X CMAAKOBMMM 3AXBOPKOBAHHSIMM CT,
SIKKIM BUAIAEHO OKPEMMUIN PO3AIA Y 6A3i AQHMX CMAAKOBKMX 3AXBOPIO-
BAHb AOAMHKM «On-line Mendelian Inheritance In Man» (OMIM) [23].
Po3pobaeHa 6a3a MEAMKO-TEHETUYHIX AOCAIAKEHb ACT i 3anpono-
HOBOHO PsIA MOAIMOP®I3MIB, sIKi MOXYTb BUKOPUCTOBYBATUCS NP
MOAQABLLNX AOCAIAXKEHHSIX [11]. YCTAHOBAEHO, LLIO MONEPEYHO OHO-
MQOABHO PO3TALLOBAHI XOPAM LUAYHOUKIB CepLIs OOMEXYIOTb AIQCTO-
Al4HE PO3CAABAEHHSI CEPLEBOro M's13Q, O CTBOPIOE NEepEeAyMOBU
ANST PO3BUTKY FTOCTPROI cepueBoi HEAOCTATHOCTI NPY HOAMIPHOMY
QIBNYHOMY HABOHTAYKEHHI [17]. 30 AQHUMM IHLLIMX AOCAIAHVIKIB, Y XBOPUX
HQ iLwemiyHy xBopoby cepug (IXC) 3a HasisHOCT o3HaK ACT yacrTie
BUSIBASIKOTLCST MOAOBXKEHHS IHTEPBAAY QT, HOALLAYHOYKOBI TA LUAYHOY-
KOBI MOPYLUEHHSI PUTMY, O MPU NOEAHAHHI MPOAQBYBAHHSI ATPIOBEH-
TPUKYASIPHUX KAQMAHIB i3 OHOMAABHO PO3TALLIOBAHUMW XOPACMM
LUAYHOYKIB CepLisl HOCTOTA APUTMIYHNX YCKAOAHEHD 30IAbLLYETHCS B
2-2,5 pasza [10].

ACT - Lie reHeTMYHO AETEPMIHOBAHI CTAHM, SIKi XOPAKTEPUYIOTLCS
AedeKTAMIN BOAOKHUCTUX CTRYKTYP i OCHOBHOI PEYOBUHMN CMTOAYYHOI
TKOHWHW, LLO MPU3BOASIT A0 MOPYLUEHHS GOPMYBOHHST YTBOPEHHS
OPraHiB i CUCTEM, MAIOTb MPOrPEAIEHTHUI NEepPeBIr Ta BU3HAYAOTL
OCOBAMBOCTI ACOLLIMOBAHOI MATOAOTI, A TAKOX GAPMAKOKIHETUKY TO
DAPMAKOANHAMIKY AIKAPCBKKMX 3aC0o6iB [3, 15, 21]. XapaKkTep ycnaa-
KyBAHHS ACT — NOAIr€@HHO-MYABTUDAKTORIAABHMIN (BAXBOPKOBAHHS 3i
CMOAKOBOK CXUABHICTIO), KOAV MOIKOTb MiCLLE MyTALLji BEAMKOIT KIABKOCTI
reHiB, a BUNAAKOBQ NepekoMBiHaLsa aneAemn Bip 6ATbKA Ta MATepi
KOXXHOrO pa3y NPU3BOAUTL A0 GOPMYBAHHSI HOBOTO YHIKOABHOMO
reHotmny. O3Hakn ACT NPOSIBASIKOTBCSI MPOTSIFOM XXUTTS, B MEPIOA
HOBOHQOPOAYKEHOCTI BUSIBAEHHST 0O3HAK ACT MiHIMOABHI, Y BiLLi 4-5 pokis
MOYMHAE POPMYBATUCS MPOAANC KAQMAHIB cepusl, B 5-7 pokiB — Topa-
KOAIQDPArMAABHUIN CUHAROM (AePOopMALi TPYAHOT KAITKM TA XpebTa),
MAOCKOCTOMICTb, MiOrisl, B MIAAITKOBOMY T MOAOAOMY BiLL — CYAVNHHNM
cuHAPOM [1]. KputnyHnm nepioaom nposieis ACT € MiAAITKOBMIA BIK,
KOAW MPUPICT KIABKOCTI O3HAK HECMPOMOXXHOCTI CMOAYYHOI TKOHWHM
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Moyke cTaHoBUTU Binblie 300 %. Y GiabliocTi naujeHTis i3 ACT v Biui
cTapLie 35 pokiB pU3KMK NOSIBU HOBOI O3HAKW MIHIMOABHWM, OCHOBHY
NPoBAEMY CKAQACKOTb YCKAQAHEHHSI AVCTIACCTUYHMX CUHAPOMIB, LLLO
BM3HOAYQKOTb IHBAAIAM3ALO NALLEHTIB i AETAAbHI BTPATK [6]. [MoaiBHO
AMHAMIKQ NOSICHIOETLCS MPOMPEAIEHTHUM XAPAKTEPOM MAHipeCcTaLLi
o3Hak ACT y nepioai MOKCUMAABHOTO 3POCTAHHST OPraHiaMy, MoB’ -
30QHOTO 3i 3GiAbLLEHHSIM 3araabHOi macu CT.

Po3zsutok ACT NOB’130HNM §IK i3 MOPYLUEHHSIM CUHTE3Y KOAQreHy
Ta PiBpUACTreHesy, TaK i 3 AHOMAAISIMU Moro Bioaerpaadii, depmen-
TonarTisiMy, AePekTom GIBPOHEKTUHY, TAIKOMPOTEIAIB, MPOTEOTAIKOHIB i
AediunToM PIisHMX KOPAKTOPIB (MiAb, LIMHK, KUCEHb, ACKOPBIHOBA
KMCAOTA TOLLLO), §IKi 6ePYTb yHACTb B YTBOPEHHI MONEPEYHNX KOBOAEHT-
HKX 3B’ §13KiB AAS1 CTABIAIZALLT KOAQreHOBUX CTPYKTYP [22]. BNAMB HOBKO-
AVLLIHBOTO CEPEAOBULLA BIAIPAE POAb TPUrEPHMX GAKTOPIB. AesKi
AOCAIAHVKN AOMYCKAOIOTb MATOreHETUYHE 3HAYEHHS MiNOMArHiemii,
3BODKAIOYM HA Te, WO B 46,6-72,0 % cnocTteperkerb npmn ACT BUSIBAS-
ETbCS AEDILNT MATHIIO Y PIBHOMAHITHKX CYBCTPATAX [16].

KAIHIYHI NposiBK BYAYTb 3AAEXATH Bia MEPEBAKHOIO YPOKEHHS
LWABHOI 4 NMyxKoi CT, KIABKOCTI TQ SIKOCTI MyTALLiA, XOPAKTEPY TA BUPA-
YKeHocTi pibpuaoreHesy. Ockinbki CT NOLLMPEHA B OPTraHi3Mi MOBCIOA-
HO (KICTKW, LWKIPA, XPSALLOBA TKAHWMHA, CTIHKQ CYAMH, CTPOMA OPraHiB),
30XBOPIOBAHHSI MAE MOAICUCTEMHUIN XAPAKTER 3 PIBHOMAHITHOK
CUMMTOMATUKOLO [7].

BuainstoTb AMdepeHLinoBaHy Ta HeandepeHuinosaHy ACT. Ao
ANDEPEHLINOBAHOI (reHepaAizoBaHOi) ACT HOAEXATb 3AXBOPIOBAH-
Hg, SIKi MQIKOTb MEBHUM TUM YCNAAKYBOHHS TA HiTKi KAIHIYHI O3HAKM (CUH-
Apomn MapdaHa, Enepca — AQHAO, CUHAPOM MASIBOI LLIKIPW, HEAO-
CKOHOAUM OCTEOreHes ToLLo). AO HEAUDEPEHLINOBAHOI AMCMAQSIT
CMOAYYHOI TKAHUHM (HACT) BxoAUTb 6€3Ai4 aHOMOAIM CT 6€3 4iTko
OKPECAEHOI CUMMTOMATUKN. Y AITEPATYRI BUKOPUCTOBYIOTb PIi3HI CUHO-
HiMn HACT — «Me3eHXIMOABHAO AMCMAQBIS, «AMCOYHKLS CIOAYYHOT
TKOHWHW», «CAQOKICTb CMTIOAYYHOT TKOHUHW», «CUHAPOM CMOAYYHOTKO-
HUHHOI AUCNAQSIi», «<HEKAQCUDIKOBAHI GOPMU CMOAYYHOTKAHNUHHOI
AMCAQ3ii» [5]. YCi NposiBM B TAKOMY BUMAAKY MOAIASIKOTb HO rpynm —
CUHAPOMM, 30AEXHO BiA, TOTO, SIKi OPTAHU | CUCTEMM 3OAYHEHI Yy MATO-
AOTIYHUI MPOLLEC: ACTEHIYHNI, BEPTEOPOrEHHUI, KAQMAHHWIA, TOPQ-
KOAIODPATMAABHUN, APUTMIYHNIA, CYAUHHNA, BPOHXOAETEeHEBUI, BiC-
LEePAAbHUIN, CUHAPOM TFinepMOBIiAbHOCTI CYrAOBiB, CUHAPOM
MATOAOTI OPraHA 30pY, CTYMHI TOLWO [2]. BUAIAEHHSI CUHAPOMIB, NOB’ -
30HUX i3 AUCTIAQCTUKO3AAEXXHUMM 3MIHAMM | TOTOAOTYHUMU CTAHOMU,
AO3BOASIE POIIASIAQTM ACOLIMOBAHY XPOHiIYHY natoAorito i ACT sk
€ANHNM ETIONATOrEHETUYHNM NPOoLLEC.

Bpaxosytoum reteporeHHicts nposieis HACT, NaLieHTM i3 Ancnaac-
TUKO3AAEXHUMM 3MIHOMWM OPTrAHIB | TKAHMH BBAYKAKOTLCS TRYMOKO
BUCOKOIrO PU3NKY BUHUKHEHHST ACOLLIMOBAHOI MATOAOTII, KAIHIYHNM
nepeoir aKoi 3ABASIKM AUCMIAQACTUYHOMY GOHY CYTTEBO BIAPIZHSIETLCS
BiA «KAQCUYHMX» BAPIAHTIB [8, 12, 18]. MPONOHYETLCS BUAIASITU TOKI
OCHOBHI $eHOTUNN: MITPAABHUIN KAQMNAH, AOPTA, CKEAET, WKIpA, TaK
3BaHU «MASS-peHotmn» (Mitral valve, Aorta, Skeleton, Skin), (i3oAbo-
BAHMIM) MPOAQNC MITPAABHOMO KAQMNAHA, MAPGAHOMOAIBHNN GEHOTUMN
(NOEAHAHHST O3HAK reHepaAnidoBaHoi ACT 3 ACTEHIYHOK CTATYPOLO,
AOANIXOCTEHOMEAIEID, APOXHOAQKTUAIEID, YPOXEHHSIM KAQMNAHHOIO
anapary cepus (A iHKOAM | AoPTK), MOPYLLEHHSIM 30PY), EAePCOmNo-
AIBHMIN dEeHOTUMN (KAQCUYHUIN B0 CYAUHHUIN), EAEPCONOAIGHNN
rinepmMoBiAbHUIN GEeHOTUMN, AOBPOSIKICHA FMINEePMOBIABHICTL CYrAODIB,
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HACT, niaABULLEHO ANCIIAQCTUYHA CTUTMOTM3ALLS, MIABULLEHO AUC-
MAQCTUYHO CTUTMATL3ALLSI 3 NEPEBOKHO BICLLEPAABHNMM MPOSIBAMM
[6, 11, 24].

Ha cboroaHi BUaAIAEHO 6e3Ai4 deHOoTUNoBMX 03HAK HACT Ta MikpOo-
QAHOMGQAIN, SIKi YMOBHO MOYKHQ MOAIAMTA HQ 30BHILLHI, LLLO BUSIBASIKOTLCS
npw GiBMKAABHOMY OBCTEXEHHI, TO BICLLEPAABHI O3HAKM (3i CTOPOHMU
BHYTPILLIHIX OPraHiB).

Cepep 30BHIiWHIX 03HAK ACT — ACTeHIYHa CTaTypa, MOpYyLUEHHS
MOCTABW, BUCOKMM 3PICT, APAXHOAQKTUAIS, AOAIXOCTEHOMETrQAIS,
MNAOCKOCTOMICTb TOLLO [19].

HamxapaKTepHiLLi 3MiHM 3 6OKY BHYTPRILLHIX OPraHIB i CUCTEM MPU
ACT TOKi: LEHTPOABHO HEPBOBA CUCTEMA (EHYpes3, AedeKkTn MOBU,
HEMPOLIMPKYASITOPHA AUCTOHIS), AUXAABHA cucTeMAa (ByAbO3HA XBO-
po6a, rnonAa3ist AereHi, AHOMAAIT MOAIAY BPOHXIQABHOTO AepEBQ,
iAIONATUYHNM CMIOHTOHHM MHEBMOTOPAKC, MNEPBEHTUASILIMHNNA CUH-
APOM), CEHOBUAIABHO CUCTEMA (HEPPOMTO3, ATOMIS YALLKOBO-MUCKO-
BOI CHCTEMM, MOABOEHHSI HUPKM TA/A60 CEYOBUBIAHKX LLIASIXIB, OPTO-
CTATUYHA MPOTEIHYPIST), CUCTEMA TPOBAEHHS! (BICLLEPO- | FACTPOMTO3,
QHOMGQAIi XXOBYHOIO MiXypa, HEAOCTATHICTb B6AYTiHIEBOT 3ACAIHKM,
HOSIBHICTb PEPAKOKCIB | TOPYLLEHb MEPUCTAABTUKN, CUHAPOM MNOAPA3-
HEHOro KMLLIEYHMKA, METAKOAOH, AOAIXOCUIMA), CUCTEMA KPOBI (Mia-
BULLIEHO KPOBOTOUMBICTb, reMOTACBiIHOMNATIl, TpoOMGOoLMTONATID), penpo-
AYKTVMBHQA CUCTEMA (QHOMAAIT PO3BUTKY TA PO3MILLEHHST CTATEBMX
OPraHiB, CAMOBIAbHI ABOPTU Y XIHOK, EBHYXOIAM3M Y HOAOBIKIB, BUMO-
AQHHS1 CTAOTEBMX OPIaHIB Y YKIHOK), OMOPHO-PYXOBUM ANApAT (ACTEHIY-
HQ CTATYPA, CKOAIO3, Kih03, KIPOCKOAIO3, MAOCKOCTOMICTb, CXUABHICTb
AO BUMBUXIB CYTAOBIB, HASIBHICTb Y POHHBOMY AUTUHCTBI AUCMAQSIT
KYABLLOBUX CYTAOBIB, rinepMoBiAbHICTb CYrA0GIB). CnoCTepiraoTbCs
ODTAABMOAOTIYHI MPOSIBK — MiOnisl PIBHOro CTyneHs, ACTUIMATU3M,
rinepmMeTponis, BUBMX Yi MIABUBMX KOULLTAAMKA [14]. OAHOK MPOBIAHOK
MATOAOTIEID, SIKA CKOpOUyeE »UTTS naujieHTiB npu ACT, € KOPAIOBACKY-
ASIPHA MATOAOTrIS [4]. HannowupeHiwnn nposiB AMCNAQCTUYHOTO
cepLs— MPOAANC MITPAABHOTO KAQMAHQA, SIKUM BUSIBASIKOTb Y 3ArOAbHIlA
nonyasLii Bia 1,8 A0 38 % BMNaAKiB. YaCTOTA BUSIBAEHHST OHOMOABHO
[PO3TALLOBAHMX XOPA CTAHOBUTB BiA 2,5 A0 95 %, LLLO 3HAYHO YaCTilwe,
HDK Y MPAKTUYHO 3A0PRO0BUX AtoAEN (21 %), npu IXC i anaaTauinHin
Kapaiomionarii (25-43 %), ATePOCKAEPOTUHHOMY TO PEBMATUYHOMY
ypaoxkeHHsix cepus (38 %) BianosiaHO [9, 20]. BusiBAEHO 3MiHM apTepi-
QABHOTO TUCKY: Y MOAOAMX OCI6 YacTile 3yCTpiYaeTbCs TAK 3BAHA
iAIOMATUYHA APTEPIAABHA FNOTEHSiS, 3 BIKOM MEPEBAXKAE APTEPIANb-
Ha rinepTeHsis [12, 19]. ByBAKOTb TAKOX MOPYLLEHHS1 CEPLIEBOTO PUTMY,
MPOBIAHOCTI, PO3LUMPEHHSI KOPEHST AOPTU Ta AEreHeBoi apTepii,
QPTEPIAABLHI, BEHO3HI Y/ 3MILLAHI QHMIOAMCIAQSIT (HOAPVIBM Y PO3PU-
BM AOPTU, APTEPIN BHYTPILLHIX OPraHiB), HEAOCTATHICTb KAQMAOHIB BEH
HUKHIX KIHLLIBOK TOLLO [25].

3AranbHi Miaxoan A0 AiarHOCTUKN ACT FPYHTYOTBCST HO KOMMIAEKC-
HOMY QHOAI3I PE3YALTATIB KAIHIYHKMX, TEHEAAOTIHYHMX TA AQBOPATOP-
HO-IHCTRYMEHTOABbHUX OBCTENEHD. KAIHIKO-reHEAAOTYHE OBCTENKEHHS]
AO3BOASIE MIATBEPAUTN CMAAKOBY MPUPOAY BUSIBAEHO! NATOAOTII,
BM3HAYNTM MAAI QHOMOAAIT po3BuTKy, nposisn ACT y poaundis nep-
LWOi Ta APYroi AiHii, @ TOKOX BCTAOHOBUTY MMOBIPHI GAKTOPU pU3NKY
po3sutky ACT.

AJQrHOCTNYHY T MPOrHOCTUYHY IHGOPMATMBHICTb MAKOTb TAKI Bio-
XIMiYHi MOKQ3HMKM, SIK PIBEHb OKCUMPOAIHY UM MIAPOKCUMPOAIHY Y KPOBI
TA ceui. PiBeHb BIABHOTO MAPOKCUMPOAIHY € MAOPKEPOM NPOLIECIB
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AECTPYKLIi KOAQreHy, a NenTnAO03B’ I3AHNN AP OKCUMPOAIH BIAOBPO-
XKAE K MPOLIECK PO3NAAY, TAK | BIOCHHTE3Y KOAQreHy. BM3Ha4aoTh
TAKOXX CYAbPATOBAHI TO CYMAPHI TAIKO3AMIHOTAIKAHW. TMiABULLLEHO
eKCKpeLis AQHUX MApKepPIB pe30opobLii KICTKM Byae KOPEAOBATH i3
CTyneHem AeCTPYKLIi KICTKOBOI TKOHWHW TA 3 IHTEHCUBHICTIO 1i KATO60-
Ai3My. BOpPTO 303HAUNTA, LLO ACHI MOKA3HUKU HE € CTPOro crneundiy-
HUMM | MQIKOTb 3HAYEHHST Y SIKOCTI AOAQTKOBOTO AIQrHOCTUYHOIO TECTY,
QA TAKOXK AAST KOHTPOAKD AiIKYBOHHS T BUOOPY HAMBIAbLL OAEKBATHOIT
Tepanii [7].

Ockinbikn y ocio 3 ACT € GAKTOPU PU3MKY OCTEOMOPO3Y, AAS MOTO
BepudikaLii HEOBXiAHO NPOBOANTV AEHCUTOMETPIIO.

CneuundiyHoro AikyBaHHs1 ACT He iCHye. TOUYKOK MPUKAQAQHHS
HEMEAMKAMEHTO3HKX TO MEAMKAMEHTO3HMX 3aCO0bIB, SIKi 30CTOCOBY-
IOTbCS Y CYHACHMX YMOBQAX, € 3MiLLHEHHST CT TQ 3MEHLUEHHS il pynHY-
BAHHSI. Y PE3YAbTATI 3MEHLLYIOTLCS KAIHIYHI nposiBn ACT. HeMOoXAMBO
BTRYTUTUCS Yy GEHOTUMN AKOAMHI, NOBHICTIO MO36yTNCS ACT, QA€ MOXHA
30raAbMyBATU MATOACTIYHUIA MPOLEC | MOKPALLMTA SIKICTb YKTTS MALL-
€HTA.

3aranbHi NiaxoAn A0 AikyBAHHS ACT MICTITb pekoMeHAALi 3 Heme-
AVKAMEHTO3HOI Tepanii (QAEKBATHUIN PEXXNM AHSL, AiKyBAABHA Gi3KKyAb-
TypQ, KiHE3iITepanida, Macax, PisioTepANEBTUYHE AiKYBOHHS, MCUXOTE-
panisi, COHATOPHO-KYPOPTHE AIKYBAHHS, OPTONEAMYHA KOPEKLLs,
npodecinHa opieHTaujs). HiYHMM COH NOBMHEH TPMBATU HE MEHLLE,
Hi>K 8-9 roanH. Di3nyHi BNPABK HEOBXIAHI, AAXKE KOMMEHCYBATU HEAO-
CTATHICTb p03BUTKY CT 3AQTHO AMLIE AODPE PO3BMHEHA CUCTEMA
M’513iB. [prYOMY TPEHYBATH | PO3BUBATI CAIA MPOAKTUYHO KOXKHUM M’ 513
TIAQL, Y TOMY YUCAI MIOKAPA, OKOPYXOBI M’$1311 TQ iHLLI. PEKOMEHAOBOHI
peryasipHi (3—-4 pasu Ha TkaeHb No 20-30 xB) MOMIPHI Gi3nYHI TPEHY-
BAHHSI, CAPSIMOBAHI HO 3MILHEHHST M’ 13iB CAMHK, XXMBOTA, KiHLLIBOK;
aepobHe TPEHYBOHHS CEPLLEBO-CYAMHHOT CUCTEMU: AO3OBAHA XOAb-
60, MTOAOPOXKi, BEAOCUMNEAHI MPOTYASTHKN. KOPUCHI AO30BOHE disnyHe
HOBQHTAXKEHHST HO TPEHOXKEPAX, BAAMIHTOH, HOCTOABHUM TEHIC,
3AHSTTS 3 AETKUMU TAHTEASIMU, AMXAABHA MMHACTUKA. CUCTEMATUYHI
BMPABK MIABULLYIOTb QACMATALLINMHI MOXXAMBOCTI CepLEBO-CYAVUHHOI
CUCTEMW, OAHAK 3A HASIBHOCTI O3HAK i YPOYKEHHST HOAMIPHI PisnyHI
a60 NCUXIYHI HOBOHTODKEHHS, Y4OCTb Y 3MAraHHSIX CYBOPO 3060POHe-
Hi. BiAbLLOCTI NAUiEHTIB MPOTUMOKA3AHI BUCK i BUTIIYBAHHS XpebTa,
Pi3HOBUAN KOHTAKTHOTO CROPTY, i30METPUYHI TPEHYBAHHSI, BAXKA
ATAETMKA. XOpOoLLIMIN eDEKT ACKOTb NAPOMPOLIEAYPU, AIKYBAABHE NAQ-
BOHHS [2, 7].

NiKYBAABHMIN MACOK MOKPALLYE TPOGIKY M’513iB. [TPM3HAYAETLCS
NEePEBAKHO HA AIASHKY XpebTa Ta LUMNHO-KOMIPLLEBY 30HY (CerMeH-
TAPHUM MACaXK). OPTONEAMYHA KOPEKLLS:: CYNIHOTOPW, OpTE3n HA
KOAIHHI TO FOMIAKOBO-CTOMHI CYrAOBU, COH HO OPTONEANYHOMY MATPO-
CiTa opTOnNeAnYHIN noayLLj. AQBIABHICTb HEPBOBMX MPOLIECIB, BiAYYT-
TSI TOVIBOMU, CXUABHICTb AO ODEKTUBHIX CTAHIB, MPUTAMAOHHI MALEHTAM
3 ACT, Bumaratotb 060B’ 13KOBOT MCUXOAOTIYHOT KOpeKLji.

[Mpw BUPILLEHHI MUTAHHSI NPO NPOGECiNHY OPIEHTALLIKO NALJEHTIB 3
ACT HeEOBXiAHO NAM’ ATATH, LLLO IM HE MOYKHA NPALIKOBATY 301 CMELIOAL-
HOCTSIMI, MOB’ 1I3QHUM 3 BEAVKMM Qi3NYHVIMM TA EMOLLIMHUMM HOBOH-
TADKEHHSIMK, BIOPALIEID, KOHTAKTAMMW 3 XiIMIYHUMW PEYOBUHAMU TA
BMAVMBOM PEHTIEHIBCbKIX MPOMEHIB.

BOXKAMBOKO CKACAOBOKD YOCTUHOK BeAeHHs nauieHTis i3 ACT €
AleToTepanisl. PEKOMeHAOBOHA XA, 36aradeHa Giakom (M's1co, pmba,
KOABMAPU, KBACOAS, TOPIXM TOLLO), MIKDOEAEMEHTAMM, BITAMIHOMMU,
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Jlekuii, ornagu

HEHACUYEHNMM SKMPHUMM KUCAOTAMM. [OKA3AHI MPOAYKTA, LLLO MICTSITb
BITAMIHW rpynn B, sIKi HOPMOAI3YIOTb GIAKOBWMIN OOMIH. 3HAYHY KIABKICTb
BITAMIHIB LiET rpynu MICTITb 30POAKM 1 OBOAOHKM MLIEHWL, BiBCQ,
rPEYKM, TOPOXY, O TAKOX XAID i3 BOPOLLHA rPYyOOro MOMOAY; APDKAXI,
MeyiHKA, HNPKK. KOpUCHI TPOAYKTY, 36aradeHi BitamiHamu C (Lumnwum-
HQ, YEPBOHMIN NepPELb, YOPHA CMOPOAMHA, BPKOCEABCHKA KAMYCTA,
BiAi rpnbun, unTpyCcoBi Towo) Ta E (0BAINMXA, WNMHAT, NeTpyLKa,
LIMBYAS MOPEN, YHOPHOMAIAHA FOPOBUHA, NEPCUKM TOLLLO). BOHM HEOG-
XIAHI AAST BAIMCHEHHST HOPMOABHOTO CUHTE3Y KOAQTreHY, MAKOTb AHTU-
OKCUAQHTHY OKTMBHICTb. BiTaMiH A (MiCTUTbCS Y pUB’a40oMy XKMPI,
MeYiHLj, BEPLLKOBOMY MACAI TOLLLO) 3a6e3nevye HOPMOAbHY AKTUBHICTb
OCTEOBAQCTIB i OCTEOKAACTIB, PYHKLT LLIKIPK, CAN30BUX OOOAOHOK i
OPraHiB 30pY.

Biaomo, wo y nauieHtis 3 ACT 3HMKEHUN piBEHb BIABLLIOCTI
MAKPO- | MiKpOKOAQreHocneundidHMx GioeAeMeHTiB. € AQHI Npo Te,
WO HANYACTILLE BUSIBASIETLCS AEPILNT EAEMEHTIB, 3QAISHUX Y MiHEe-
POAI3aLi KICTKOBOI TKOHUHU, CUHTESI | AO3PIBAHHI KOAQTEHY, — KPEM-
HitO, CEAEHY, KOAIIO, KOAbLLIKO, MiAl, MAPIAHLO, MATHItO i 3aAi3a. Takmum
MAUIEHTOM PEKOMEHAOBOHA KA, 36Ara4eHa MAKpo- i Mikpoeae-
MEHTAMM [7]. BOXKAMBO AOTPUMYBATUCS B XOPYOBOMY PALOHI ONTU-
MOABHVX CRiBBIAHOLLEHb MK KAAbLLIEM | docdopom (1: 1,5), A TAKOXK
KanbLieM i marHiem (1 : 0,5). HE3BAAOHCOBAHE XAPYYBAHHSI MOXE
CTOATU MPUYMHOKO HETATUBHOTO BAAQHCY KAABLLIKO | MATHItO B OPraHi3-
Mi, NPKN3BECTN AO LLE BIAbLL BUPOXKEHOTO PO3AOAY METABOAI3MY B
KICTKOX. AASI HOPMOAI3aLii $OCHOPHO-KAAbLLIEBOrO OBMIHY peKo-
MEHAOBOHO BXMBATM BITAMIH D,. MOAINLIEHHS MpoLeCis NepekncHoO-
rO OKMCAEHHS 3AINCHIOETLCS LUASIXOM MPU3HAYEHHS BiTaMiHiB (C, A,
E), umntpycoBmx 6iOPAABOHOIAIB, TAYTATIOHY, MOAIHEHOCUYEHUX XXNP-
HWX KUCAOT.

MeAMKAMEHTO3HA TepAanisl BKAKOYAE NATOTEHETUYHE AiKYBOHHS
(CTUMYASILLiST KOAQTEHOYTBOPEHHSI, KOPEKLLSI MOPYLUEeHb CUHTE3Yy TA
KOTABOAIZMY MIKO3AMIHOMAIKOHIB, CTABIAIZALLSt MIHEPOABHOTO TA BITO-
MIHHOrO OBMIHIB, MOKPALLEHHS BIOEHEPTETUYHOrO CTAHY OPraHI3MY).
CMNTOMOTUYHE AIKYBOHHST OPIEHTOBAHE HA KYMipYBAHHSI ©OAbOBOTO
CUHAPOMY, MOKPALLEHHSI BEHO3HOTO KPOBOTOKY, MPOUIMOM CEAQTUBHUNX
npenaparis TOLWO [8].

XipypridyHa KopeKList 3AINCHIOETLCS MPW BURAXKEHNX A€DOPMALLi-
X FPYAHOI KAITKM | XpebTa, pialle — Npu MPOAABYBAHHI KAQMAHIB i
MATOAOTIT CYAVH.

BrBueHHs npobaemun ACT HOA3BMYAMHO OKTYAAbHE B CYYACHMX
YMOBQX, OCKIABKW Y KAIHILL AOCWUTb YOCTO TPAMASIKOTLCS PIBHOMAOHITHI
MPOSIBU LJET MATOAQTI y MALIEHTIB YCiX BIKOBUX KATEropin. ToMy Ayxe
BOYKAMBO BCTOHOBUTM AIQrHO3 SIKOMOIa paHiwe, 6AKAHO yXKe npu
MEePLUOMY Bi3UTi, OCKIAbKM MPABUABHA TAKTUKO BEAEHHS XBOPOTO AO3-
BOASIE YHUKHYTU PAHHBOI MOTO IHBAAIAM3ALLT TO CKOPOYEHHST XKNTTSI.

Aoaarkosa iHpopmauis.
ABTOP 3QSIBASIE MPO BIACYTHICTb KOHQAIKTY IHTEpECIB.
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Summary

Connective tissue dysplasia: features of clinical
manifestations, diagnosis and treatment

T. M. Bentsa

P. L. Shupyk National University of Health of Ukraine, Kyiv, Ukraine

Connective tissue dysplasia (CTD) is one of the complex issues of modern
medicine. It is a unique developmental anomaly that includes a large
heterogeneous group of conditions. The systemic nature of the lesion is due to
the wide distribution of connective tissue in the body. Dysplastic changesinthe
connective tissue of various organs and systems are diagnosed when a patient
has a set of signs that do not fitinto any of the differentiated diseases. The article
presents a review of the literature on the definition, causes of development,
clinical forms, general approaches to the diagnosis and freatment of CTD.
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