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Konuenuisi anatoMo-(pyHKIiOHAJIBbHOI, 200 OioMeXaHiYHOI,
HEBIAMOBIAHOCTI B TpaBMAarToJi0rii Ta opronenii. KiliniyHe 3HaueHHs1
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YV nporieci eMOpiOHATEHOTO Ta MOCTHATAIBHOTO T1e-
piozliB OHTOreHe3y Ha OPraHHOMY PiBHi Ta piBHI Oe310-
CepeIHbO B3aEMOIIF0UMX OPraHiB OMOPHO-PYXOBOI CHC-
temu (OPC) BCTaHOBIMIOETHCS aHATOMO-(PYHKITIOHATEHA
BimnoBinHicTs (ADB), 3a sxoi B HOpMi popma Ta Tic-
TOAPXITEKTOHIKA KICTOK 1 CYII00iB € conditio sine qua
non, o 3ade3nevye piBHOMIPHUI PO3IOALT 1 piBEeHb
MeXaHIYHAX HaIlpyXeHb y KICTKOBiH TKaHWHI Ta Cy-
m1o6oBomy xpsii. [IpupomHiM MexaHiZMOM perymsiii
ONTHMAIBHUX MEXaHIYHUX HaNpyKeHb Yy KiCTKOBii
TKaHUHI € il QpyHKIioHaIbHA epeOynoBa, sKa BigOyBa-
€TBCS 3aB/IAKH (Pi310JIOTTYHIM IIPOIIECaM OCTEOTEHE3Y Ta
0oCTeope30pOIIii 3a Pi3HUX YMOB CTATHKO-THHAMIYHOTO
HaBaHTaxeHHs [1-3]. Bimomo, mo mis 3a0e3mneueHHs
Tpodiku onopaux TkaHuH OPC — cyrno0OoBoro xpsima
Ta KiCTKOBOT TKAHIHN — BEJIMIKY POJIb BiIIrpatoTh eJac-
TH4HI gedopmaliii, siki 3a0e3MedyroTh y Xpsiili Audy3iro
cUHOBIaJIbHOI pigunu [1, 3, 8] Ta CIpHUSIOTH Y KICTII
KPOBOIOCTaYaHHIO 3aB/ISKH I JPOIUHAMIYHIM ePeKTam
npyxHux Aedopmarii [1, 3]. Tinpku y pasi Binmosia-
HOCTI KiJIBKOCTI KiCTKOBOT TKAHUHU (YyHKIIOHATBHUM
HaBaHTA)KEHHSIM BiI0yBalOThCS ONTUMAaIIbHI MEXaHIuH1
HaNpy»XeHHS y KiCTKaX, fKi BUKJIMKAIOTh aJCeKBaTHI
3a MPOSIBOM TiIpOAMHAMIYHI e()eKTH, IO € OTHUM i3
(¢izionoriyHUX MexaHi3MiB 3a0e3meyeHHs] BHYTPIllI-
HBOKICTKOBOTO KPOBOIIOCTa4aHHs Ta METa0oIizMy —
OCHOBH CTa0UIBHOT CTPYKTYpHO-(DYHKIIIOHAIBHOT Op-
raHi3amii KicTKM B Pi3HUX yMOBax (PyHKI[IOHATBHOTO
HaBaHTA)KCHHSI.

Poznanu eMOpioHaIBHOTO PO3BUTKY 1 POCTY KiCTOK
reHeTHyHoi abo HaOyToi eTiojorii, TpaBMu i 3axBO-
proBanHss OPC MOXyTh NPU3BOAUTH 10 BUHUKHEHHS
aHaToMo-(yHKIioHaNpHOI HeBiamoBigHOCTI (ADPH).
Amnaromo-(yHKIiOHaNbHA, a00 OioMexaHiuHa, HEBi-
noBigHicTe opraniB OPC — ne mopyuieHHs ix rap-
MOHIYHOT B3a€MOIii y MpoIeci CTaTHKO-AMHAMIYHOL

AKTUBHOCTI, SIK€ CYNPOBOIKYETHCS HEPIBHOMIPHUM
pPO3MONIIOM y TKaHWHAX MEXaHIYHUX HampyKeHb,
HacaMmIlepes, y KicTkax Ta cyrioooBoMy xpsimi. AOH
MOK€ BUHUKATH BHACIIIIOK OKPEMOT0, TIOEJHAHOTO 200
CHCTEMHOTO YpaXeHHS CTPYKTypHHX eneMeHTiB OPC.
[Ipupoza ii 3ymMoBIIeHA PI3HOMAHITHICTIO HACHTIJKIB
TpPaBM, 3alaJbHUX POLECIB Ta MOPYILEHHSIM PO3BUTKY
opraniB 1 TkaunH OPC.

Sxmo 3a A®B y mporeci cTaTuko-IuHAMIYHOT
akTuBHOCTI opranizMy B OPC, Hacammiepen y KicTKax
Ta CyrJI000BOMY XPALLi, BiZOYBa€THCS BiIHOCHO PiBHO-
MIpHHAY 32 BEJTMYMHOIO PO3TO/iJ MEXaHIYHUX HaIIpy-
JKEHb, PIBEHb SKHX BiJIMTOBITA€ iX SKICHIH Ta KITBbKICHIN
CTPYKTYpHO-(DyHKIIIOHAJIBHIN OpraHizailii, To B yMOBax
ABH posmnozin MexaHiYHUX HalpyKeHb Y TKaHMHAX,
HaBIiTh y MeXaxX (Di310JOTIYHNX HaBaHTaXEHb, TIOPY-
IIy€eThCA. Y pe3ynbTari B KiCTKax Ta Cyriio0ax MoOXe
BUHHKATH CTaH (DyHKLIOHAIBHOTO MEpeHaNpyKeHHS,
MPU3BOASYH 10 PO3BUTKY TaK 3BAaHHX 3aXBOPIOBAHb
BiJT QYHKITIOHATBHOTO TIepeBaHTaxeHHs [ 1, 4] abo «He-
npaBwiIbHOTO HaBaHTaxeHHs» [10, 13]. Ilatomorivni
3MiHH y pi3HUX TKaHUHAX OPC MOXKYTh OyTH rOCTpUMHA
(TpaBma) a00 XpOHIYHUMH, IO PO3BUBAIOTHCS MOCTY-
II0BO, 3 YACOM.

3 MO3UIIIH PE3yNTBTaTiB HAITUX EKCIIEPUMEHTATHHIX
Ta KJIHIYHUX JOCIIJPKEHb BU3HAUYEHO OlOMEXaHIYHI
YMOBH, MEXaHi3MU PO3BUTKY Ta MOPQOJIOTiYHYy CyT-
HICTh IPOIIECiB, BKIFOUAIOUH i TATOJIOTIUHY, IO PO3BH-
BAaIOTHCS 11 BIUTUBOM Pi3HUX YMOB (DyHKITIOHATBHOTO
HABaHTA)KEHHS y KICTKAX Ta Cyrio0ax y mepioj Ta micJist
3aKiHYEHHS pOCTY OpraHi3My (Iaronoriyna nepe0ymao-
Ba, OCTEOAPTPO3 Ta OCHOBI AchopMarrii).

Tak, 6 okpemiil yu dexinbKox Kicmkax abo HaAgimo
6 0OHill 1 mitl camitl Kicmyi MOXKYTh BUHUKATH JTUISTHKH
O1Ib1I BUCOKUX UM O1IbII HU3bKMX MEXaHIYHHUX HaTpy-
YKeHb a00 TIepeHanpy>KeHHs, BUKJIUKAIOUU BiIIOBiIHI



ajlanTalliifHi Ta KOMIICHCATOPHI peaKilii KiCTKOBOI TKa-
HHUHH, 10 TPOSBIIAIOTHCS (31010 4HOI0 200 MaToo-
Ti9HOTO TIepely10BoI0. Y KiCTKax B yMOBax [il Mi/IBU-
IIEHNX MEXaHIYHHUX HalpyKeHb BiI0yBaeThCs pododa
rineprpodist (30UIbILICHHST KICTKOBOT MacH), HU3bKHX
MEeXaHIYHUX HalpyKeHb — OCTEONEHis 200 0CTe0nopo3
(3MCHIIIEHHS KiCTKOBOT MacH) Ta TilTOCTO3 — CITPABKHS
arpodis (y KicTKax i3 He3aKiHIeHUM pocToMm). Ha mins-
1 KiCTKH, IO 3a3Ha€ BUCOKMX MEXaHIYHUX HaTPYKEeHb,
PO3BHBAETHCS MATONOTYHA TepeOya0Ba, HACTIIKOM SKOT
€ TIepoCTO3 BiJl MepeHanpyXeHHs. AnanramiiHa Ta
KOMITeHCaTOpHa MepeOy10Ba KiCTKOBOT TKAHHHU MPU3-
BOJIUTH JI0 MOCTYIIOBOTO 3MEHILICHHSI HEBI/ITOBITHOCTI
CTPYKTYpH Ta (JOPMH KICTOK, SIKE CYNPOBOIKYETHCS,
SIK TIPaBUJIO, BUPIBHIOBAHHAM PO3TOALTY MEXaHITHUX
HaIpy>KeHb Ta, BPEIITI-PEIIT, TOBHOIO KOMITEHCAIIIEI0
1 BigHoBIeHHSIM ADB.

Mu noBenu, o 6 Kicmkax y npoyeci ix pocmy TpH-
BaJli CTaTW4HI HABAaHTAXXECHHS BUKJIMKAIOTH CIIOBLJIb-
HEHHSI MIOB3/I0BKHBOTO POCTY Ta IMOTOBIICHHS KICTKH,
a (DyHKIIIOHAJIbHE MIEPEBAHTAKEHHS 3 aCUMETPUYHUM
PO3MOIIOM MEXaHIYHOTO HANpYKEHHsI B emidizapHo-
My XpAIi — JIeTeHepaTHBHI 3MiHHU Ta HEKPO3 XpsAIIa.
Ix macutinkoM € Tak 3Banmii XpoHiuHMiA emidizeonis, He-
piBHOMIpHHMH picT a00 3yNHHKa TOB3A0BKHBOTO POCTY
Ta GopMyBaHHS 0CHOBOI Aedopmanii kictku [3].

YV cyenobax na dhoni AOH y cyOxoHmpanpHii
KICTII Ta CyrI0O0BOMY XpSIli y BUIAAKY CTaTHUKO-
JIMHAMIYHOTO HABAaHTAXXCHHS B PE3YJIBTATi HEPiBHO-
MIipPHOTO O30Ty MEXaHIYHUX HANPYKEHb MOXKYTh
BUHMKATH JIOKAJIbHI IEPEHANPYXKEHHS, CYIIPOBOIXKY-
I0YUCh TIOPYIIECHHSM (Di310JI0TTHHOTO MEXaHi13MY JKHB-
JICHHS1 CYITI000BOTO XPSINa, 10 TPU3BOAUTE O HOTO
JucTpodii Ta HEKPO3Y, SIKi € IEPBUHHUM Ta OCHOBHUM
MaToMOpQOJIOTIIHAM MPOSBOM PO3BUTKY ae(opMiB-
HOTO ocTeoapTposy [4, 5]. OcobmmBo HEOE3MEUHUMU
JUTSL HOPMAJILHOTO YKHUBJICHHS Ta (DYHKIIIT CyIJI000BOT0
Xpsllia € CTaTU4HI HaBaHTaxeHH: [1, 3, 4, 6, 7].

Opna 3 HalvacTimUX MpUIuH BUHUKHEHHS ADH
OPC — pgmcmnasisi Croiy4yHOi TKAaHWHU Ta OPTaHiB.
Jucnnazis TkanuH ta opranisB OPC — Gararodakrop-
HE 3aXBOPIOBaHHS, B OCHOBI SIKOTO JIGKHUTH HE TUTBKU
reHeTHYHa 00YMOBIIEHICTh, a00 CXUIIBHICTB, a I BIJINB
WIKITUBUX (AKTOPIB TOBKULIS, SIKI TIEBHOIO MipOIO
CHPUSIOTH PO3BUTKY Wi€l nmarosorii. Po3pi3HstoTs nep-
BUHHY Ta BTOPMHHY IHUCILIa3il CIIOTYYHOI TKAHHHU.

IlepBuHHA BpomKeHa QUCIUIA3ISA CIIOIYYHOI TKAaHH-
HU HAJEXKHUTH JI0 CIAJKOBUX T€HETHYHO 3yMOBICHHX
3aXBOPIOBaHb, K1 XapaKTepU3yIOThCSI CUCTEMHUMHU
CTPYKTYPHHMH Ta MeTaOOIIYHUMH AedekTamMu hopmy-
BaHHs 11 CKIIaI0BUX, HACAMIIEPE]] KOJIAreHY, 1110 B aHIJIO-
MOBHHX KpaiHax Ha3MBaIOTh «CIIAIKOBOIO KOJIAT€HOBOIO
xBopobOoto (hereditary disorders of collagen)», abo «re-
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HETHYHOIO KOJIAr€HOBOIO XBOPOOoto (genetic disorders
of collagen)» [11, 12, 14]. BropunHa BpomxkeHa muc-
TI1a3ist CIIOMYYHOI TKAHWHHU, K ITPABHJIO, TIOB’sI3aHa 13
3arajibHUM 200 MICIICBHM BIUIMBOM HECHPHUSTIMBHX
(akTopiB y eMOpiOHAJIIBHOMY Ta MOCTHATAJIBHOMY
nepiofax po3BUTKY OpraHizmy (po3yiaan MeTadoizmy,
nopyieHHs: (popMyBaHHS CYIMHHOI CHCTEMH, BILUIMB
MEXaHIYHOTO (haKTOPy TOIIO).

3a yMOB BPOIKEHOTO Je(eKTy TeHa — «IepBUH-
HUH MOJNEKYIAPHUHN eeKT» — BUHUKAE OPYLIECHHS
MEBHOTO 010XIMIYHOTO MPOIIECY 3 BiAMIOBIIHUMH KITi-
HiyHUMHU TTposiBamu. OCKUTbKH OKpeMa (yHKIlisE abo
CTPYKTypa MOXYTh OyTH KOJIOBAHUMHU JICKUTbKOMA T'e-
HaMH, TO YpaKeHHs BiJOyBalOThCs y pe3y/bTaTi MyTawii
HE OJTHOTO, a IEKITLKOX TeHIB. Y 3B 53Ky 3 IIUM iCHYIOTb
3aXBOPIOBAHHSA, CXOXI 32 XapaKT€pPOM IaTOJIOTIIHOTO
MPOLIECY, aje 3 PI3HUMH KIIHIYHUMH TPOSIBAMU, SIKI
HaJIeXkKaTh JI0 PI3HUX HO30JIOTIYHUX OIMHUIIG 1 HABITH
B OJHIM HO30JIOTIYHIN OAWHMIIN B PI3HUX XBOPHX Xa-
pakTepu3yroThes moniMopdizmom. PazoM 3 TuM, He-
3Ba)Kalouu Ha Oe3MOCEpeHIO0 TeHETUYHY 3aJIeKHICTB,
narojyioriuni 3Minu B TkauuHax OPC po3BuBaroThCs
TUTBKY y pa3i JOCATHEHHS IIEBHOT TOPOTOBOI BENNYHNHH,
KOJIM JIOCTaTHbO BILUTUBY OYJb-SIKOTO HE3HAYHOTO 30B-
HINIHBOTO YMHHUKA JIJIsl BAHUKHEHHS XBOpoou [9].

OTxe, AUCIUIA31S MOXKE TIPOSIBIIITHCS OPYILICHHSIM
(hopMyBaHHS CHIOTYYHO! TKAHWHH, sIKa 32 CBOIMH 0i0-
JIOTTYHUMHU, (Pi310JIOTTYHUMH Ta MEXaHIYHUMH BJIACTH-
BOCTSIMU 3Ha4YHO MOCTYIAETHCSI HOPMAIBHIMH, 1110 7103-
BOJIsIE TOBOPUTH PO ii HEMOBHOLIHHICTS. Lle, y meprry
Yepry, CTOCYETHCS CyIJI000BOTO Xpsiilia — TKAHUHHOT
CTPYKTYpH Cyr100a, SKa BiJlirpae mpoBiaHy Oiomorid-
Hy Ta (i3i0I0TiuyHy pojb y 3a0e3MeYeHH] CTaTHKO-
nokoMoTopHOi (pyHKuii opranizmy. Jucnnasis opranis
OPC, nacammnepen cyrno0iB, 4acTO MPU3BOAUTH IO
PO3BUTKY aHaTOMO-(YHKIIIOHAIBHOT HEB1IIIOBITHOCTI,
sIKa CYMPOBOXKYETHCS MOPYIICHHSIM KOHIPYEHTHOCTI
Ta ajanTauii CyroO0BHX OBEPXOHb, & TAKOXK YaCTOIO
HecTabipHICTIO cyrioba. Came Taki OioMexaHidHi
YMOBH 1 BUKJIMKAIOTh TpyOi MOPYIICHHS PO3MOALTY
MeXaHIYHUX HalpPy>XeHb Y CyII000BUX KIHISX KiCTOK
Ta cyr1000BOMY XPSIIL, AKi i CIIPUYMHIOIOTH TOJAIBIII
po3namu hopMyBaHHS Cyriio0a Ta PO3BUTOK Y CYIJIO-
0OBOMY XPSIIIIi IETeHEPATUBHUX IPOIICCIB.

Cnin mam’siTaTv, M0 (YHKI[IOHATbHA HEIIOBHO-
LIHHOCTh CHOJYYHOI TKaHUHHM O€3 KIIHIYHUX O3HaK
TUCTUIACTHYHOTO MOPYIIEHHS B3a€MOJIT CyrII000BUX
KIHITIB KICTOK MOYKE€ BHKJIWUKATH PO3BUTOK JEreHe-
PaTHUBHOTO TPOIECY HaBiTh B YMOBaX 3BUYAHOTO
(YHKIIOHAIEHOTO HABAHTAKECHHSI.

TakuM yKHOM, KJIiHIYHE 3HAUYE€HHsS KOHIIEIL] aHa-
TOMO-(PyHKIIIOHAILHOT, a00 OioMeXaHiuHO1, HEBIIO-
BIJIHOCTI TOJIATAE y TOMY, IO BOHA JIO3BOJISIE 3 HOBUX



100

MO3MLIN MIIATH A0 po3yMiHHS i1 poii B maroreHesi
HaiOiapm po3NmOBCIOKEHUX 3axBoproBanb OPC
(marororiuHa mepedyaoBa KiCTKOBOT TKaHUHH, OCTE0-
apTpo3 Ta 0ChOBI Jedopmallii KiHIIIBOK). BBaxkaemo,
mo npobiiema ADH BuMarae KOMIUIEKCHOTO ITifIXOLy
crieLiagicTiB A0 1l BUPILICHHS Ha MiJCTaBi PO3POOKU
MeTOiB MPO(MITAKTUKA PO3BUTKY BPOKEHUX Ta Ha-
OyTHX JUCIUTACTHYHHX TPOLIECIB, PAHHBOI KOPEKIIii Ta
ycyneHHst AOH OPC sik 0CHOBHOTO MaTOr€HETUYHOTO
¢axTopy Oararbox OpTOINENO-TPaBMATOJIOTIYHUX Yypa-
KEHB KICTOK Ta CyTJI00iB.
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