MenowuyHi Haykun

DOI: 10.26693/jmbs05.03.098
YOK 616.712/.713-007.2:611.013

Xmapa T. B., lllee4yk K. 3., Mopapaw FO. A.,
Pu3Hu4yyk M. O., Cmenbmax I". 5.

OHTOJOorIA YPOAXEHUX BAA KICTOK TPYAHOTI O NMOSACA

Buwuin gepxaBHMW HaBYanbHUIN 3aknag YKpaiHu
«BYKOBMHCBKUI AepXXaBHUM MegU4HUIN YHIBepcuteT», YepHiBLi, YKkpaiHa

YpomxkeHi Baan po3BUTKY OMOPHO-PYXOBOro ana-
paTy NpeAcTaBnsaoTb NPAKTUYHUI iHTEepecC AN Nnikapis
OaratbOX cneuianbHOCTEN, a came: fnikaps-
HeoHaTornora, negiaTpa, AUTAYOro Xipypra 4n opTone-
Aa, TepanesTa, fKi MaloTb BIHOLIEHHS O BUSABIEHHS
i MiKyBaHHA HacnigKiB ypompKeHOI NaTonorii y nignitko-
BOMY, tOHaLbKOMy i gopocrnomy Biui. 3a 2018 pik ypo-
[PKeHi Bagn pO3BUTKY Y HOBOHApPOMXEHMX (Macoto
6inbwe 500,0 r) no YkpaiHi Busisnexi y 25,92 Ha 1000
HapOMXKeHMX XUBMMK, a B YepHiBeubkin obnacti —
23,73 Ha 1000 HapomxeHux xusumn. Cepepn ypoaxe-
HUX Baf PO3BUTKY peayKuilHi Baau KiHUIBOK Ta mnoni-
Jaktunig Tpannanacsa no Ykpaidi y 1,13 Ha 1000 xu-
BMX HOBOHApOKEHUX, a B YepHiBeupkin obnacti — y
0,93 Ha 1000 Xu1BMX HOBOHaPOKEHUX.

PosButok ckeneta novnmHaeTbCA Ha 3-My TWKHI
rectauii BHacnigok KoHaeHcauii me3eHnximu. 3a noxo-
[PKEHHSIM  YPOKEHi Bagn PO3BUTKY KiHLIBOK MOXHa
PO34iNMTN Ha paHHi, B OCHOBI SKUX NEXUTb NOPYLLEH-
HA 3aknagkv | NaTonoriyHW pOo3BUTOK emMbpioHa
(Bunagkn Benukmx AedekTiB 3 BiACYTHICTIO OKpeMux
KICTOK, LifIMX CErMEHTIB), i Mi3Hi, B OCHOBI SKUX NEXUTb
aedekT po3BUTKy nnoda (BMNagku nopylueHHs dop-
MW MpPW PO3BUTKY KICTKOBUX CErMEHTIB i TKaHUHHUX
KOMMOHEHTIB).

Ha ocHoBi npoBegeHoro aHanisy gxepen nitepa-
Typu 3pobneHa cnpoba y3aranbHWUTK iCHYHOYi BiZOMOC-
Ti NP0 YPOMXXEHi Bagyn pO3BUTKY KICTOK MOSICY BEPXHbOI
KiHUiBKM (Krtoumui, nonaTku), 3anpornoHoBaHa ix kna-
cudikauis Ta TiymadeHHs 3rigHo andaBiTy. YpoaKeHi
BaZn PO3BUTKY KiCTOK MOSACY BEPXHbOI KiHLiBKM MOXHa
PO3A4iNMTU Ha TMNOBI (CaMOCTIViHI HO30MOrYHI hopmu)
i atunoBi (koMbGiHOBaHI 3 iHWKMMK aHoManigMu 4n 3a-
XBOPHOBAHHAMM). YPOIKEHI Bagn po3BUTKY KICTOK Mosi-
CY BEPXHbOI KiHLiBKN BUHMKAIOTb BHACNIAOK MOPYLLEH-
HA npoueciB XxeMoTakcucy, nponidepadii, AndepeHdi-
MOBaHOi i MporpamMoBaHOi CMEPTi KIMiTUH Ha paHHiX
eTanax embpioreHe3y. KputnyHum nepiogom ans Bu-
HUKHEHHS UMX aHomarnii € nepiog embpioHanbHOro
po3BuTKy. Mpn aHanisi nitepaTtypHUX AaHNX BUSIBIIEHO
yacTe MOEAHAHHS YPOKEHMX Bag PO3BUTKY KrumUi
Ta nonaTtku 3 Pi3HOMaHITHUMU aHOManigAMn pPoO3BUTKY
iHLLIMX YacTUH ckeneTa.

khmara.tv.6@gmail.com

KnioyoBi cnoBa: knwouuvus, nonartka, Bagu pos-
BUTKY, aHaTOMis1.

3B'A30K pob6oOTM 3 HaykOBUMWM MNporpamamm,
nnaHamu, Temamu. [ocnigpkeHHs € parmeHTom
NNaHoBOI KOMMMEKCHOI MbkkadedpanbHOI TemMu Ka-
denp aHaTomii noguHn imeni M. T. TypkeBuya i ka-
denpun aHatomii, TonorpadivyHoi aHaTomii Ta onepa-
TmBHOI Xipyprii BOH3 Ykpainn «bykoBuHCbKMI gepxa-
BHUIA MeAWYHUIA yHiBepcuTeT» «OcobnueocTi Mopgo-
reHesy Ta Tonorpadii cuctem i opraHis y npe- Ta noc-
THaTanbHOMy nepiogax OHTOreHesdy  IIOOUHU»,
Ne gepxkaBHoi peecTpauii 0115U002769.

Bectyn. Cepen ycix ypomkeHuX Bag pPO3BUTKY
(YBP), aHomanii ckeneTta TpannsAlTbCs 4acTo i NOMIT-
Hi He0306poeHMM OkOM. BoHu BkMoyaloTh Binblue Hix
200 pigkicHMX HO30MOoriYHUX POPM, NPU SKMX Yy nNaTo-
NOriYHMIN npouec 3afisiHi Xxpebui, KiICTKN BEPXHIX i HUX-
HiX KiHLiBOK, Yyepena. binblwa yactvHa umMx KiCTKOBMX
3aXBOPIOBaHb, BUSIBMIEHNX BXE MPU HAPOOKEHHI, Bia-
HOCATbCS OO rpynu embpionaTin. Y Tux Bunagkax,
KOMW KiCTKOBI aHOManii NOEAHYIOTLCA 3 iHLWMMK YpO-
OKeHumu gedektamu, CMepTb MAOA4Y MOXe HacTatu
e BHYTPILWHbOYTPOOHO 4M B MepLlli roguHu Ta AHi
nicns HapoaxeHHs. Cepepf fiten, siki BUXWNW, ypo-
OKeHi gedekTn MOXyTb ByTu HacTinbkn rpybrmu, Lwo
3 HUX dpopMyeTbCs rpyna iHBanigis 3 gutuHctea [1].
AHania cTpykTypu Ta Hosororii YBP HeobxigHuin gns
nnaHyBaHHs 0OcAry AiarHOCTUYHMX, MiKyBanbHUX,
peabiniTauiiiux Ta, 6e3ymMOBHO, NPOdINaKTUYHNX
3axogais [2].

Y YepHiBeupbkii obnacrTi, siK i B LinloMmy no YkpaiHi,
YBP € akTyanbHOW MeanKo-coLianbHOK npobnemoto,
OCKINbKW X PiBHI 3anuwiaoTbCcs CTabiflbHO BUCOKUMM.
Y 2018 poui 3aranbHWiA MOKa3HUK iHBamMigHOCTI Mo
YBP no YkpaiHi ctaHoBuB 64,7 Ha 10 Tuc. giten (0-17
pokiB), a B YepHiBeubkin obnacti — 72,9 Ha 10 TuC.
aiten. 13 Hux YBP «kiHuiBok Tpannanues y 2018 y 4,0
Ha Ha 10 Tuc. giten (0-17 pokiB) (1,9%), a B YepHise-
ubkii obnacti — 3,7Ha 10 Tuc. giten (1,5%).

3a 2018 pik YBP y HoBoHapomkeHux (macoto
6inbwe 500,0 r) no Ykpaini BusieneHi y 25,92 Ha 1000
HapOOKEHMX X1BUMK, a B YepHiBeupkin obnacti — y
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23,73 Ha 1000 HapogxeHux xwueumu. Cepen YBP
penyKuinHi Bagn KiHUIBOK Ta nonigakTunia Tpannsna-
cqa no YkpaiHi B 1,13 Ha 1000 >kuBuX HOBOHapoOXe-
HUX, a B YepHiBeupbkin obnacti — B 0,93 Ha 1000 »xwu-
BUX HOBOHapoaXeHux [3].

Y pgesdkux Bunagkax MoOXIvBa X opTonegudHa
xipypriyHa kopekuisi. OgHak npu Bcix obcTaBMHax Ha-
pooKeHHst ouTuHM 3 YBP ckeneTta 3aBxanm mae micue
OpaMaTUYHUIA XapaKTep aK ANns camoi OUTUMHM, Tak i
ans i cim’i [1].

Mpobnemoto YBP BepxHbOI KiHLIBKM 3aliMaloTbCA
embpionoru, reHeTukn, guTsdi Xipypru, TpaBmaTonoru
i opTonean. 3auikaBreHICTb HayKOBLIB i MPaKTU4HUX
nikapiB nNUTaHHaMK MopdoreHesy Ta Kopekuii YBP
cKerneTy BEepXHbOi KiHUiBKM He Bunagkosa [4]. YBP
KIHLIBOK MOXYTb HOCWUTM FOKanbHUN Xapaktep abo
cynpoBogxyBatuca YBP iHWKX cuctem opraismy [5,
6]. YBP kiHUiBOK TpannsaTbcs npubnusHo B 6 Bunag-
kax Ha 10000 HOBOHapOMKEHUX, y TOMYy uumchi B 3,4
Bunagkax Ha 10000 yLIKOOXYHOTbCSH BEPXHi KIHLIBKM i
B 1,1 Ha 10000 — HWxHi [7]. 3a gaHMMM iHLWIMX aBTOpIB
[8], YBP HwmxkHix kiHUiBOK cknagatoTb 55% ycix ypo-
[PKEeHUX aHoManin onopHo-pyxoBoro anapaTa. poTe,
3rigHO 3 CTAaTUCTUYHUMM JOChimpKeHHaMn, y Kutai no-
LUMPEHICTb NaTonorii KiHLUiBOK nrogy ctaHoBuTb 0,38%
[9]. Y €EBponi uen nokasHUK konmBaeTbcs Big 1,4 0o
30 BunagkiB Ha 10 000 HapomxeHb [10, 11]. Y Kanagi
uen nokasHuk ctaHoBuTb 6ins 5,6 Ha 10 000 Hapo-
DoKeHb [12].

Uepe3 BenuKky pisHOMaHiTHiICTe YBP BepxHbOi
KiHLiBKM, X Knacudikauia goctaTHbo npobnemaTnyHa.
3anexHo Bi xapakTepy TSKKOCTI aHaTOMIYHUX Mopy-
WeHb i eTionoriyHoro daktopy YBP kiHUiBOK knacudi-
KyloTbCsl Mo-pisHomy. M.B. Bonkos [13] po3ainse no-
PYLUEHHSI PO3BUTKY KiHLIBOK Ha 4OTWpW rpynu Ta npo-
MOHYE MPOCTY | 3PYyYHY ANS KIiHIYHOI NPaKTUKL Knacu-
dikauito:

1. TloBHa BiacyTHiCTb ofHi€el abo KinbKoX KiHLIIBOK.

2. YpopxeHa pedopmalis KiHUiBKM i 4acTkoBe

HEeZ10PO3BMHEHHS CKIaA0BUX il eNEMEHTIB.

3. [OedbekTn po3BUTKY NanbLiB.

4. HagnuwkoBuii picT KiHUIBKN.

Ha ocHOBI KNiHIYHO-PEHTreHONOoriYHNX 0COBMBOC-
Ten, YBP BepxHix i HUXKHIiX KiHLIBOK KnacudikyloTb Ha
rpynn WOAO aHaTOMiYHMX cermeHTiB [14, 15]. Po3su-
TOK cKeneTa NOYNHaAETbCH Ha 3-My TWXKHI recTauii BHa-
cnigok KoHaeHcauii meseHximu [16]. 3a NOXOLKEHHAM
YBP KiHUIBOK MOXHa pO34INUTW Ha paHHi, B OCHOBI
AKUX NEXUTb MOPYLUEHHS 3aknagku i natonorii pos-
BUTKY eMbpioHa (B1nagku Benvknx AedekTiB 3 BiACyT-
HICTHO OKPEMMX KICTOK, LLiNMX CErMeHTiB), i Mi3Hi, B oc-
HOBI SIKMX NEeXuTb AedekT po3BUTKY nrnoda (Bunagku
NopyLUEeHHSA (OOPMM NPU PO3BUTKY KiICTKOBUX CETMEHTIB
i TKAHMHHWX KOMMOHeHTIB). YBP € Hacnigkom nopy-
WEeHb Yy NpOoLEeci BHYTPILUHbOYTPOOHOrO PO3BUTKY, SAKi

ornagu nitepatypu

BiaOyBaloTbCA B pe3ynbTarti il TepaToreHHux ¢akTo-
piB Ha opraHi3am marepi i nnody npw BariTHOCTI, a Ta-
KOX 3anexatb Bif CTaHy opraHiamy xiHku [17]. Kputu-
YHUM MEepiofoOM ANS BMHUKHEHHA aHOMarnii KiHUiBOK
nig gieto TepatoreHHux pakTopiB € nepiog embpio-
HanbHOro po3BuTKYy [8, 17]. BcTaHoBNEeHo, WO Han-
ypasnuBiluM OO [Aii TepaToreHiB, ski 3yMOBIOKTb
YBP KiHUIBOK, € eMBpIOH BIiKOM YOTMPBLOX-M'ATU TUXHIB
[7]. AHOomanii BMHUKaOTbL BHACNILOK NMOPYLUEHHSA Npo-
LeciB xemoTakcucy, nponidepadii, andepeHuinosa-
HOI i mporpamoBaHoi 3armbeni KNiTMH Ha paHHiX eTa-
nax embpioreHesy. B uinomy, BigxvneHHs B po3BUTKY
KiHUIBKM MOXYTb BiAByBaTUCS Ha Pi3HMX PIBHAX: BHYT-
PiLLHBOKNITUHHOMY, MDKKNITUHHOMY i TKaHWHHOMY. Y
BiQMOBIOb Ha LWBWMAKY aKTUBALiO 3HaHb NPO Binku i
reHu, ki BignoBiganbHi 3a pi3HOMAHITHI CKENeTHi auc-
nnasii, MbkHapogHa pobo4ya rpyna KOHCTUTYLiOHamnb-
HUX po3nafiB KiCTOK gojana knacudikauito reHeTund-
HWUX nopyLleHb ckeneTa i posginuna ix Ha 7 rpyn. B
OCHOBI NOAinNy nexanu cy4acHi ysBreHHs npo Moreky-
NAPHO-NaTornoriyHi etionorii [16]:

pyna 1. Jedektn y NO3akmiTUHHUX CTPYKTYPHMX
Ginkax nNpu Takmx xBopobax siK HELOCKOHanui ocTeo-
reHes, axoHAporeHe3, MHOXMHHa enigidianbHa gucn-
naasis.

Ipyna 2. Oedektn y metaboniyHmx wwnsxax npu
Taknx xBopobax, sk rinodocdarasis, iHPaAHTUNLHUIA
0OCTEeoneTpo3, XOHAPOAMCHNAasia NyHKTaTy.

pyna 3. Jedektn B cknagaHHi i gerpagauii mak-
pOMOIIEKyI Npu TakmMx xBopobax, Ak NiKHOAM30CTO3 i
XBOPOOM Mi30COManbHOr0 HaKOMUYEHHS.

pyna 4. Jedektn B ropMoHax i MexaHiamu cni-
HanbHOI TpaHCOyKUii Npy TakMX 3axBOPKBAHHSAX, SK
axoHgponnasis, TaHaToopMHa auvcnnasid, rinoxoHa-
ponnasiq, rinogocdaremivHi paxitu.

pyna 5. JedekTtn B saepHux Binkax i y daktopax
TPaHCKPUMLiT NPX TakMX 3axBOPIOBAHHAX, AK KaMnTo-
MenivyHa gucnnasis i KnengokpaHianbHa ancnnasisa.

pyna 6. [ledekT B OHKOreHax i reHax cynpeco-
pax MyxmnvHU Npu MHOXWUHHMX €K30CTO3aXx.

Ipyna 7. Oedektn B npouecax metaboniamy PHK
i OHK npwu rinonnasii xpswa i Bonoccs.

Ak Haronowye C. A. Francomano [18], ckeneTore-
He3, MpoLEeC MOXOMXKEHHS, (POPMYBAHHS i PO3BUTKY
BMMarae TiCHOI B3aEMOAIT MK Pi3HUMW perynaTopHu-
MU MeXaHi3aMaMu, LLIO KOHTPOSOKTb KIITUHHY AeTep-
MiHaUito Ta AndepeHLitoBaHHS, OPKECTPOBKY TFEHIB,
cneungivHnX ons KiCTOK, XpsLWiB Ta iHWKMX Moaudika-
TOpiB, Ta BNNWB KMITUHW Ha KMAITUHY | KITUHHO-
MaTPUWKCHI B3aemogil.

YBP nonatku i Kno4unui 4OCUTb YacTo BUHMKAKOTb
pasoMm 3 aHoManigMy CyMiKHUX 3 HUMM KICTOK BepX-
HbOT KiHLiBKM. 30Kpema, Npu CMroLEeHHi Yv BiACYTHO-
CTi cyrnoboBoi 3anaguHy NonaTkn CnocTepiraeTbcs
ypoaKeHa pedopmalis rofioBKM MreYoBOl  KICTKM,
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BKOpOYEHa Knwouuua Ta iH. lHogi HagnmedoBunm Ta
A3b06onoaibHun BiAPOCTKM 3'eAHaHi 3 nonaTkow 3a
[OMOMOroK NpoLapKy XpSLOBOI TKAHUHN — CUHXOHS-
po3oM. 3aMiCTb BUPI3KM Ha BEPXHbOMY Kpai nonartku
mMoxe OyTu oTBip. Hepigko GyBae acummeTpia nono-
KEeHHA nonaTtku. Buie nonoxeHHs niBol fionaTkm Tpa-
nnaeTbes yactiwe (70 %), Hix npa.oi. MNMnocka nonat-
ka byBae y 23 % BunagkiB. Y 5 % ntogen € gogaTkosa
nonaTKoBa KiCTKa — Lie OKpEMWUI HaLNe4vyoBUN BigpocC-
TOK, LLO 3'€QHYETBCS 3 NONATKOK 3a LOMOMOro 0cob-
nmBoro cyrno6a [19].

MeTta pocnigkeHHs — NpOBECTU aHani3 Ta y3a-
ranbHEHHs Axepen nitepatypu wogo YBP kictok nos-
CY BEPXHbOI KiHLiBKW, i 3anponoHyBaTu ix knacudika-
Lito.

Pe3ynbTatn pocnigxeHHs. Ha ocHoBi npoBege-
HOro aHanisy Axepen HaykoBoi niTepaTtypu, Mu 3po-
6unun cnpoby y3aranbHUTK iCHytoui BigomocTi npo YBP
KMoYMLi Ta nonaTky i NPONOHYEMO iX knacudikadito Ta
TRymMaveHHs 3rigHo andasiTy.

Annasia knwouudi (nat. Aplasia claviculae) —
BiOCYTHICTb KMOYULi, TpannsieTbCa [[OCUTb PigKo.
[MneyoBWi NOAC 3BY)XXEHUIN, HAAMNMIYYA NOXMMi Ta ony-
LEH.

Annasia nonatku (nar. Aplasia scapulae) —
BIOCYTHICTb nonaTku TpannseTbcs OCUTL pigko, Cro-
CTepiraeTbCsa Npy Bagax rpy4HOro nosica Ta amenii.

Bicdbypkauis knrouumui (nart. Bifurcatio clavicu-
lae) — po3gBOEHHA Knouuui. MoxnmMBo € Hacnigkom
MOPYLUEHHS NMPOLEeCy KiCTKOBOro 3'€AHaHHSA Npu HasaB-
HOCTI occudikalii 3 ABOX LIEHTPIB CKOCTEHIHHSA B Han-
NNEeYoBiN YaCTUHI KIYnLi, NpUYOMYy 3 NpUcepPEeaHbLOro
PO3BMBAETBLCS KMOYMLSA | OOHE 3 pOo3ranyXeHb, a 3
Gi4HOro — Apyre po3ranyXeHHsl.

E. K. Hukndcoposa (1960) [20] onucye Tpu dopmun
PO3OBOEHHS KIOYMLLi:

1) KknuMUS Mae ABi, PIBHUX 3a LOBXMHOW i dhop-
MOI0, TiflK1, OfHa 3 SIKUX YTBOPHOE 3'€4HAHHSA 3
aKpoMioHOM, iHWa — i3 A3bobonoaibHMM Bigpo-
CTKOM NONaTKu;

2) «knounus Ha piBHI A3bobonoaibHoro BigpocTka
nionaTtku po3ainseTbes Ha ABi MiNKW; Npyu LboMy
rinka, sika 3'egHyeTbes i3 A3bobonoaibHMM Bia-
POCTKOM FOMaTKK, € BYXKYOK i KOPOTLUOK, HiX
Ta rifka, Wo 3'€AHYETbCS 3 HaAMnseyYoBUM Bia-
POCTKOM rlonaTku; i iHOAi 3aKiHYYETbCS B M'SIKMX
TKaHWHAX;

3) posranyXeHHs KMouuli Ha piBHI cepeuHu Ti-
na, abo B AinAHLi HagnnevyoBoro ii KiHUS Ha ABI
YacTUHM.

Cnig 3a3HaunTy, WO Npu aHomarnisx Apyroi rpynm

B MpoLeCi pO3BUTKY He BigbyBaeTbCA 3MUTTS LIEHTPIB
occudikauii abo 30BCiM BIACYTHI OAWH LeHTp. Tomy
Mo MNPOTSDKHOCTI KMHOYMLi YTBOPHETLCA CUHAECMO3
(cnonyyHoTKaHMHHa nepeTuHka). OCTaHHIn Yacto cy-
NPOBOKYETbCA rinonnasiel  knwouvui  (HegoposBu-
HEHHSIM OJHOr0 3 CErMEHTIB KIouuLi, 3a3Bnyan nare-
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panbHOro). Yactkoa rinonnasisa Kno4uui, 9K npasu-
1o, CrnocTepiraeTbCsl Ha rPYAHUHHOMY KiHLi KIlo4unui i
Ha3NBaETbCSl «PYXOMOI», abo «MnnaBayo» KIoYu-
ueto. Y Takux BUMNagKax He yTBOPKHETbCS MPYAHUHHO-
KMOYMYHMIA cyrnob i Knoumusa 3'eQHYETbCA 3 PYUKOHO
rPYAHWHK 32 AOMOMOTOI CMOSyYHOTKAHWHHOTO TSXa.

Bucoke cTtosiHHA nonatku (nonartka, fika He
onyctunacs; xBopoba abo gedopmauisi, abo cuH-
apowm LUnpenrens) (nat. scapula elevata, deformi-
tas Sprengel, Sprengel-Erb cungpom, morbus
Corno) (OMIM Nel184400) — Tsbkke noegHaHHs YBP
rpygHoro nosicy, xpebta i rpygHoi KniTkM, OCHOBHUMU
KNiHIYHUMK NPOSBaMM SKOrO € BUCOKE CTOSIHHSA nonaT-
Kn; 0OMEXeHHs1 BiOBEeAEHHS nneva i BUpaxeHui Koc-
MeTU4HMIN aedpekT. JlonaTka 3HaxoamTbCs BULLE 3BU-
yanmHoro piBHa Thy-THy Ha 1,0-10,0 cm, 6nvxye go
cepeaHbOi MiHii, 3 YTBOPEHHSAM BUMUHAHHA Ha wwui. Y
85 % cnocTtepexeHb LA YBP € ogHoGiYHO, NnepeBax-
HO niBOGIYHOW. Y 25 % BMNaakiB BiAMIYAETLCS 3NUTTA
KiCTKOBOI, XpsILLOBOI i (hiBpO3HOT TKAHMHK NonaTku Ta
npunernoro xpebus [21]. Bnepwe paHa natonoris
onncaHa M. Eulenburg y 1862 p. Y 1891 p.
O. Sprengel onybnikyBaB 4 CrnocTepexeHHs uiei ae-
dopmauii y Aiten i po3uiHMB i1 K YPOLKEHY i 3 TOro
Yacy BOHa HOCUTb 1Moro iM'si. XBopoba LUnpeHrens €
[OCTaTHbO PIAKICHAM CrNafKoBUMM 3aXBOPIOBAHHAM 3
aBTOCOMHO-AOMIHAHTHUM TWUMNOM YCNafKyBaHHS; ce-
pen aiten 3 YBP ckeneta cknagae 0,2-1%. Y GinbLuo-
CTi BUMagKiB nonaTtka npu AaHOMY 3axXBOPKBaHHI YO-
TUPUKYTHOI (POPMU, MPU LbOMY YETBEPTUN KYT YTBO-
PIOETBCA MK HWDKHIM | BepXxHiMuK Ti kyTamu. JlonaTka
3MeHLleHa y po3mipax i HepgopossuHyTa. Npu Lbomy,
SIK MPaBuUIIO, BUSABMSAETbCA 3MEHLUEHHSI JOBXWHW rO-
natku, ane 36inblweHHs i wupuHKu. TlignonaTkoBa
SMKa TakoX 3MeHLLeHa y po3Mipax. HagocTboBa smka
ChnoweHa, a HagoCTbOBA YacTMHA NlonaTku pPi3Ko 3ir-
HyTa gonepedy. Jlonatka npv gaiv natonorii Habnu-
XeHa fo xpebTa i poToBaHa B caritanbHiA NOLWMHI.
[MpucepeaHin kpav nonaTkn yTBOPHOE 3 XpPeOTOM KyT,
BiOKpUTUI oBepXy. BiyHWI KyT nonatku onyLeHu, a
npucepeaHin Kpam — NpUNIgHATUR.

Y 67 % Bunagkie gecdopmadisa LLnpeHrens noea-
HyeTbCsl  3i  CKomio3om, aHomaniamu  xpebuis
(niBxpebui; xpebui, Wo 3nmMnucs; npuxoBaHe posLuen-
neHHs gyr xpebuis ToLO), WKNHKUMK pebpamu, Biacy-
THicTIO pebep, rinonnasietd M’A3iB rpyaHOro nosca,
aHomanisMmu knounub [21]. Y nitepatypi TpannsooTbes
OaHi 1 Npo NaTonorito KoYnuli Npyu JaHoMy 3axBoplo-
BaHHi. [1pn annasii nonatku kn4nus aedopmoBaHa,
MOTOBLLEHA, @ 3a paxyHOK Pi3KOro 3rvHy fosagy 3aa-
€TbCS BKOPOYEHOLO [22].

lnonnasia knouudi (nat. Hypoplasia clavicu-
lae) — HeooOpO3BMHEHHS KMO4MLi, TpannseTbca [O-
CUTb PiAKO, BUSIBNSIETbCA peHTreHomnoriyHo. Hegopos-
BMHEHHS KIIOYMLi Moxe OyTu ofgHO- 4M OBOGIYHMM,
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npv LUbOMY CMOCTEPIraeTbCa aTUMoOBUA PO3BUTOK, abo
HEeOPO3BUHEHHST CYMiXKHMX M'A3iB. [JocuTb YacTo npu
uiv YBP knouumui BiACYTHA KNIOYMYHA YacTuHa Tparne-
LienofibHoro m’siza, BENUKUIA TPYOHWUA M’'A3 3MEHLUe-
HUA B po3Mipax, He4OPO3BMHEHA KMYMYHA YacTuHa
AenbTonoAibHoro m’s3a ToLUo.

lnonnasis kno4unyi Moxe ByTV OKpeMor naToro-
rieto abo BigHocMTUCA A0 BinbLU LUMPOKOT rpynu ckerne-
THUX Ta KNiHIYHUX BigxuneHb. Lia YBP kntounui 6yna
onucaHa npu cuHgpomi Egsapaca, Tpucomii 13, cuHa-
poMi MenbHika-Irnca, cuHapomi Monbua, nikHoAM3ocC-
TO3i Ta hykocnaosi.

lnonnasia nonatku (nat. Hypoplasia scapu-
lae) — HeOPO3BUHEHHS NONAaTKW, TPAMMSETbCA AYyXe
pigko; cnoctepiraetecs npu YBP rpygHoro nosica Ta
amenir.

Oynnikauia (nogBoeHHsA) nonatku (nat. Dupli-
catio scapulae) — ue pigkicHUM BMNagoK, KU MOXe
BMHUKHYTWU Ha Byab-akomy boui Tina. HaseHi B3aemo-
Aitodi aHomanii, siki TiICHO MoB’A3aHi MK BEPXHbOIO
KiHUiBKOKO i xpebTom. BepxHbonpucepegHs 4yacTuHa
nonaTtku 3a3Buyan 3'€QHYETbCA 3 KMYMLEH, a HUX-
HbOBIYHa — 3 NreYyoBoto KicTKo [23].

Kpunonoai6Ha nonatka (nart. Scapula pthery-
goidea) — BMNUHaHHS NpUCEPeaHbOro Kparo fonaTkm
BiO rpygHoi knitkn. JocuTe vacTo ua YBP kombiHoBa-
Ha 3 BMCOKUM CTOsiHHAM nonatku. OcTaHHa aewo
3MeHLWeHa B po3Mipax, obepHeHa BifHOCHO OCi TakK,
LLIO HVXXHIW KyT nonaTky 3MilLleHWI BHU3 | naTeparnbHo.
Mpun TspKKiN bopmi BUABNSETLCS aTpodid M'A3iB i no-
pyLUEHHS PyHKUIT BEPXHBOI KiHLIBKN 3 DOKY YpaXeHHS.

3aranom cuHgpom KpuronogibHoi nonaTku BUHK-
Kae npv ypaXeHHi OMOpHO-pyxOBOro anapaty
(naTonoris o6epTanbHOI MaHXeTu nreya, HecTabinb-
HiCTb nne4yoBoro cyrnoba, acenTUYHUIA HEKPO3 rONoB-
KV NIeYvoBOi KICTKM, OCTEOXOHAPOMU, NEPENOMU aKpo-
MioHa nonaTtku, po3puB AEenbTOMNoAIGHOro M's3a, aH-
TUKanynspHi  OypcuTn, akpomeraniyHa apTponaTis
nneyosoro cyrnoba Towo), npu naTonorii nepude-
pVYHUX HepBIB (AOBroro rpyaHOro Hepea, AOAATKOBO-
ro Hepsa, abo JopcanbHOro HepBa nonaTtkv) Ta §K
NposiB KOHBEPCINHMX po3naais. CuHAPOM KpuronoAib-
HOI nonaTkM Npu HeBponarTii 4OAATKOBOro HepBa BU-
HVKae BHACNigoK nmapesy TpaneuienogibHoro m'ssa i,
SIK MPaBuUIIo, Mae ATPOreHHe (onepaTuBHI BTPYYaHHS y
[insHui 6i4HOro TpuKyTHUKA wWKi) abo TpaBmaTuyHe
(MpoHuKatodi Ta Tyni paHu Wwui) NoxomxkeHHsA. CTyniHb
KpunonoAibHoCTi nonaTkM He Takui BUPaKEHUN, SK
npv natonorii 4OBroro rpyaHoro Hepsa. Kpunonogi6-
HiCTb nonaTtku 36inblIyeTbCA MPWU BiABEOEHHI Bepx-
HbOI KiHLIBKW (Tonatka pyxaeTbCs 4Oropu, i BEPXHIn ii
KYT 3MilLyETbCA naTepanbHO BiAHOCHO HWMXHBOrO Ky-
Ta) i 3MeHLWYyeTbCs, abo 30BCIM 3HMKAE NpW MiHATTI
KiHUiBKM Bnepep (Sk pe3ynbTat Aii nepegHboro 3ybya-
cTtoro Mm'asa). [JocuTb 4acTo ypaXeHHs A0AaTKOBOro
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HepBa CYMNpPOBOMKYITLCA TYyNMM, HUOYMM Gonem B
WMNHIA JinsHui, y nonaTui, No BHYTPILWHIN NOBEPXHi
nreya, sIKMN, K NpaBuo, NOCUIKETLCA NPU NIAHATTI
Ta BiABeOEeHHi BEPXHbOI KiHUiBKM [23].

Dedopmadii (BurnHm) knrouumui (nar. Deforma-
tio claviculae) mMoxyTb 6yTn pisHUMK. PO3pi3HAITb
FPYLOHUHHY | HagnneyoBy QOPMY KITHOUMLI 3anexHO
Big po3mipiB 6iuHOI Ta npucepenHbOi KpuBM3HU. Po3-
Mipy ropbuctocTen, 4o AKUX NPUKPINMKTLCA M3 i
3B'AA3KM, MOXYTb OyTu pisHUMK. Pigko knio4vmusa BigcyT-
HA 3 oagHoro abo 3 obox OokiB, iHOAI HagmnneyoBuin
KiHeUb KrouuLi posLiensnieHnin. Y LuboMy Bunagky of-
Ha YacTMHa KoY 3'egHaHa 3 HaannevyoBMM BigpoC-
TKOM fionaTtku, a apyra — 3 OCTHO fionaTku.

KnrounyHo-yepenHun amsocto3 (CUH.. CHUHA-
pom Llentxayepa-Mapi-CeHTOHa; 4YepenHo-
KNnroYnyHa gucnnasisa) (nar. Cleidocranial dysosto-
sis, nat. Dysplasia cranii scapulae, anrn. Scheut-
hauer-Marie-Sainton syndrome) (OMIM Ne119600).
KntounyHo-4yepenHun gusoctos (KYO) — ue pigkicHa
reHeTM4YHa aHomanisi po3BUTKY KICTKM, sika XxapakTepu-
3yeTbCs rinonnasieto abo annasieto Kn4mLb, He3apo-
LLEeHHAM TiM’'siuKa i WBIB Yepena, a TakoX YNCIIEHHUMN
CTOMATOMNOriYHNUMKN nopyLueHHsaMU. [Nowmrpenicte KU
ctaHoBuTb 1/1000000 [24]. Y rpynax 3 «edekTom 3a-
CHOBHMKa» Liei nokasHuk € suwmm. KU Tpannaetbes
y BaratbOx eTHiYHMX rpynax, 3axBOPHOBAHICTb He 3a-
nexuTb Bif cTaTi. Yepes Benuky KinbKicTb BiAHOCHO
nerkmx sunagkis K4 giarHocTtyetTbesa He 3aBxaun. Kni-
HiYHa KapTMHa 3axBOpPIOBaHHS BKpan BapiabenbHa
HaBiTb y MexXax ofHiei CiM'i: Big i30MboBaHMX 3yOHMX
aHomanin oo Taxkkux YBP 3 (yHKUiOHanbHUMK nopy-
LWEeHHsAMKW. BuainsawoTb HACTYNHI OCHOBHI KNiHiYHI O3Ha-
kv KY[: rinonnasis abo annasis kno4vnupb, BY3bKi, No-
Xuni nnedi, siki MoXyTb BYTU 3BefeHi Bnepes; Tpusane
HEe3apOLUEeHHs LUBIB Yepena; LUBM PO3LUMPEHi, B HUX
NPUCYTHI 0OOATKOBI KICTKOBI BKpanfeHHs — BOPMIEBI
KICTOYKW; BENWKI TiM’'i4Ka NPWY HAPOLXKEHHI, SKi MOXYTb
36epiratucsa BNpoaoBX XuUtTts. Kpim Toro, yacto BusB-
NATbCA  PiI3HOMaHITHI 3yOHI  aHoMmanii, BKMOYaun
HenpaBUIbHUIA MPUKYC; PIBHOMIPHO abo XaoTWYHO
pO3NoAineHi HagKOMMMEKTHI MOMOYHI abo MOCTiNHi
3yOun (rinepAoHTis), WO TakoX NpM3BOAUTbL OO MOpYy-
LWEeHb NPUKYCy; OOBrO He BMMagalTb MOSOYHI 3y6u;
ni3HEe Mpopi3yBaHHA MOCTIMHUX 3y6iB; HEMOXMMBICTb
«BUTICHUTU» MOJIOYHI 3ybu. AHomanii 3ybiB MOXyTb
nopyLUyBaTU apTUKYNALiKO | XXyBaHHA. [o iHWKMX 03HaK
BiJHOCATBLCS LUMPOKUIA | cnnoweHun nob, rinepteno-
pu3m, rinonnasisa cepeaHboi TPeTUHN 06nmMYYs, 3aroc-
TpeHa wwenena, Wo Hagae ocobi xapakTepHUn BUMMSA.
Kpim TOro, moxxe Tpannatucsa Gpaxigaktunis, KoOHyco-
noAibHi manbLi i KOPOTKi, WKWPOKI, Benuki nanbui. [Jo
CYMyTHiX aHoOMarin ckeneTa Bi4HOCHATb HU3bKWIN 3pICT,
ckonios, X-nofibHe BUKPUBMEHHS HIr, NIIOCKOCTOMICTb,
LUMPOKMIA nobkoBMi cMMI3, [ucnnasilo nonatok i
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MenowuyHi Haykun

KynbloBmx cyrnobis [25]. KniHiyHa 3HauyLlicTb LMX
nopyLUeHb 3a3Bnyari HeBenuka. BTOpWHHI ycknagHeH-
HA BKNHOYaOTb peuunavBHI iHGEKUiT BEpXHIX Anxanb-
HUX LUMAXIB, anHOe yBi CHi, HE3HA4YHe BiACTaBaHHSA B
MOTOPHOMY PO3BUTKY i 3HWXXEHHS CIlyXy Pi3HOro CTy-
neHs. KOrHiTMBHI Ta iHTenekTyanbHi yHKLUiT He nopy-
wytTbca. BariTHum xiHkam, gki ctpaxgatTts K4Y[,
KecapiB pO3TUH MPOBOAUTLCH YacTille, HiX y 3ararb-
Hin nonyn4uii. Lle nos’a3aHo 3 HEBIQNOBIAHICTIO PO3Mi-
piB Tady maTepi i ronosku nnogy. KY[ Brknukaetbcs
myTauigmy B reHi RUNX2 (kapToBaHUi Ha XpOMOCOMi
6p21), akmi 6epe yyacTb y AndepeHLitoBaHHi ocTeob-
nactiB i ¢popmyBaHHi KiCTKOBOI TKaHuWHW. BusiBneHo
6e3niy TakMx MyTauii. BoHn xapakrepunayoTbCsa BUCO-
KO MEeHEeTPaHTHICTIO i 3HaYHO BapiabenbHicTio. YiT-
KMX Kopensuin Mk (0eHOTUNOM i reHOTUNOM He BCTa-
HoBneHo. [liarHocTnka 3acHoBaHa Ha KNiHiYHMX CUMM-
TOMax i XapakTepHuUx pagionoriyHux o3Hakax (annasis
abo rinonnasia KnynUb, TpMBane He3apoLeHHS LWBIB
yepena i TIM’'SYOK, KOHIYHA rpygHa KniTka 3 BY3bKUM
BEPXHIM OTBOPOM FpYyAHOI KniTku, Aedopmadii KuCTi,
aHomanii npukycy). MNMpu atmnoBmx KniHIYHUX | pagio-
NOTiYHMX O3HaKax AN MiATBEPKEeHHA AiarHo3y BUKO-
PUCTOBYIOTb  MOMEKYIIAPHO-TEHETUYHI  AOCHIAXEHHS.
KUYl cnig andepeHuitoBatn 3 maHanbynoakpanbHO0
aucnnasieto, cuHgpomom KpenH-Xensa, cMHAPOMOM
KOHica-BapoHa, nikHOAM30OCTO30M, CUMHOPOMOM
CDAGS i rinodpocdpaTasieto. Npu BariTHOCTI niaBuLLe-
HOro pPU3MKYy MOXIMBa MpeHaTanbHa AiarHocTuka.
BoHa Bvmarae BUSABMEHHS BignoBigHOT MyTaLil y CiM'i.
KrounyHo-4yepenHun [OM30CTO3 YCMNadKoOBYETLCA 3a
aBTOCOMHO-AOMIHAHTHUM TuUNoM. CiM'siM, B SKUX €
xBopi KY[l, noka3aHO reHeTu4yHe KOHCYIbTyBaHHS.
MpoTe, 4OCUTL YacTo TpannsATbLCA BUNAAKW, NOB’'sA3a-
Hi 3 myTauismu de novo. lMNMpu peunanByounx iHEKLi-
AX pekomeHayeTbcs aHTubioTukoTepanis. Ockinbku
reH RUNX2 Bigirpae BaxnuBy ponb B occudikauii i
niaTpumui GanaHcy KiCTKOBOI TKaHWHW, HeobXiaHO
KOHTPOMOBaT! MiHEepanbHy LWINbHICTb KICTOK i 3a He-
obxigHoCTi MpoBOAUTM MNpPOMINaKTUKy OCTEOMNOPO3y
[26]. Manbdopmalii Ta ycknagHeHHs KY[ pigko npus-
BOASATb [0 Cepno3HMx Hacrigkis. [MporHo3 pocutb
cnpusaTnneun [27].

MepdopoBaHa kntoumnua (nar. Perforatio clavi-
culae) xapaKkTepusyeTbCs HasiBHICTIO OTBOPIB Y Tifi
Knounui, abo kaHany, SKuiA po3TalloBaHWiA BepTU-
KanbHo. Yepes oTBOpU (kaHan) npoxoaaTb CyAWHHO-
HepBOBi YyTBOPEHHS [28, 29]. PeHTreHonoriyHo BUsiBn-
TN TaKy aHoManito HEMOXINBO.

YpoaxxeHa gucrnokaudis nne4va (nat. Dyslocatio
brachii congenita) TpannseTbca gocuTe pigko. BoHa
BUSBNAETLCA 0Apa3y Npu HapomkeHHi. KniHiyHo nne-
Ye ManeHbKe i HeCTiliKe, i, 3a3BMYai, crnocTepiraeTbcs
aHomanbHWI BHYTPILLHBLOYTPOOHMIN PO3BUTOK, NPOsiBa-
MW SIKOTO € BifCYTHICTb abo rinonnasis nnevyoBoi KicT-
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kv, nneyoBoro cyrnoba i HaannevyoBOro BiApOCTKa
(akpomiona) nonatkn. Ocudpikauia nneyvosoro enidisza
3aTpPUMYETLCA | CrnocTepiraeTeCs  atpodia M's3iB
[enbTonoAibHol, rpyAHOi i pOTATOPHOI MaHXEeTKM.
[ucnokauito MOXHa crnocTepiratv y 3B'si3Ky 3 Tpas-
MOIO MIIEYOBOro CrIETEHHS, BaXXKOK TPaBMOK Mpu
HapOOKeHHI K iHdekuieto. Mpu apTporpunosi, obme-
XKEHHi pyxiB cyrrno6iB, aHOMarbHUX HaBaHTaXEHHSIX
Ha M'A31 | XMPOBUX BiOKNAOEHHSAX MOXE BUHWUKHYTU
HecTabinbHICTb | Aucnokadis nneva.

YBP kntounui Ta nonatku MOXyTb TpanmnsaTucs sk
y BUMMAAi i30NboBaHMX aHoManin, Tak i 6yt nposiBom
Pi3HMX reHEeTUYHNX 3aXBOPOBaHb Ta cuHapomis [30].

MceBpoapTpo3 knrouuMUi (CUH.. NPUPOMKEHUN
HecnpaBXHin cyrno6 knwouuui) (nar. Pseudo-
arthrosis scapulae). Neplwwin onuc ypogKeHoro nce-
BOOAPTPO3y  knwouuui  Hanexutb  diuysinniamy
(1910 p.). Mpo gpyrun BiZOMMI BUNAZOK MOBIJOMUB
OyeH y 1930 p. CborogHi B nitepaTtypi Hanivyetbcs
Ginblwe Hixx 200 onuciB Ui€el ypoaxeHoi naTornorii, ne-
peBaXHO NCeBOOApTPO3Y MpaBOi KMuWLi y Aisyar.
YpooxeHuin nceBgapTpo3 NiBOI KMHOYMUi cnocTepira-
€TbCA MeHwWwe HixX y 10% BunagkiB i NOB’A3aHUN 3 iH-
wumn YBP, Hanpuknag 3 gexkctpakapgieto. 3assuyan
NnceBaapTPO3 KIHoYKMLI BUABISETLCA KOHTpanaTeparnb-
HO [0 cepus. ETionaToreHeTUyHi YHHUKKN nceBaoapT-
po3y 3anuLlalTbCs HE3'ACOBaHUMM, HE3BaXKal4yM Ha
BEMWKY KiMbKiCTb MpoBedeHux pocnigkeHb. OpHak
iCHYIOTb MPUMYLLEHHS, Lo NCeBAapTpPoO3 NoB’a3aHumn 3
NMOPYLLUEHHAMW CKOCTEHIHHS Nif Yac emOpioreHesy.

Y 1968 p. Kant [31] 3anponoHyBaB knacudikadito
YPOOXKEHOro NCeBo0apTPO3Y KMHOYMLI HA OCHOBI aHa-
TOMIYHUX, KMiHIYHUX Ta MNaTOMOriYHUX BigMIHHOCTEN,
LLIO MatoTb Pi3Hi NOKa3n [0 NiKyBaHHS:

I. YpomxeHa HegocTaTHICTb 0OO0’eQHaHHS [OBOX
CErMEeHTIB KITHuUMLi CMOCTEPIraeTbCs MpPU HAPOLKEHHI
Ta BUMHMKAE BHACMigok rinonnasii guctaneHoro dopar-
MeHTa Krouuui. Mpu HaTUCHEHHI Ha KNI4YMLKD BUHU-
kae 6inb. Ha peHTreHorpamax npucepegHin dparmeHT
KIoumLi 6inbwmnii 3a BiYHUNA, | MiXK HUMWN BUSBNAETHCSA
npocTip. XipypriyHe nikyBaHHSA HE MPU3HaYaloTh.

Il. YpomxeHa KicTkoBa HEAOCTaTHICTb KNnoumLi. Ak
i Yy BUNAaKy 3 ypoKEHUM NceBaapTPO30OM BESMKOro-
MINKOBOI KIiCTKW, NMPW HApPOMXXEHHI BUSBNAETLCH HOP-
MarnbHO ccopMOBaHa Kouuus, Npu LbOMY MOXIU-
BMI i Nnepenom. Y Takux BUnagkax mMoxe O6yTu npus-
HayeHo XxipypriyHe nikyBaHHs. Lia dpopma mae kpawmi
nporHo3. [liarHo3 ypoaxxeHoro nceBaoapTpo3sy Kioyn-
Li NiATBEPOXKYOTb PEHTTEHOMNOrYHO.

Ha peHTreHorpamax Bu3Ha4yaeTbCA YiTke po3fi-
NEeHHs Yy cepefHi YacTuHI Kruudi, npudomy Mmeai-
anbHUIM parMeHT po3TalloBaHUn Hag GiYHum dpar-
MEHTOM BHAacCRifgoK Aji M’A30BUX CWM i NOCTypansHOro
BUTATHEHHS!, SIKE BWHMKAE MNi Macot BEPXHbOi KiH-
uiBkn. JlaTepanbHa 4YacTMHa Knuuuli € 06’€MHOL0,
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a MegianbHa — aTpoivHO, 3i CKNEPOTUYHUM 3aKPUT-
TSIM MO3KOBOTO KaHarny i 6e3 yTBOPEHHS KiCTKOBOI MO-
30”i.

JlikyBaHHSA UbOro TUMNy nNceBAapTpo3y € npeame-
TOM OMCKYCIl, OCKinbkn geski aBTopwu [32, 33] BBaxa-
I0Tb NPaBWUMIbHUM CMOCTepiratM Taki BUNAgKW, iHLWI
pocnigHukmn [34] pagsaTb BUKOHYBaTW pe3ekLito, a Tpe-
Ti — onepaTuBHe NiKyBaHHS 3 KiCTKOBOI TpaHCMnaHTa-
uieto abo 6e3 Hei [35].

CuHAapom KopoTKoi Knroumui (nat. Syndromum
claviculae brevis). YpomxeHa KopoTka Knuuusa €
PiOKICHMM 3axBOPIOBAHHAM, NMpu sikoMy BiaOyBaeTbCst
BKOPOYEHHS KNouuLi, ke npu3BoauTb 40 obepTaHHs
nonaTtku Bnepes, Lo NoTiM CTae TaHreHuianbHO opie-
HTOBaHWM Ha rpyaHy CTiHKY. PeHTreHonoriyHo BuSAB-
NSAETbCS BigAaneHHs NpucepeHix KpaiB nonaTtku Big
xpebTa. Kniounuysa posmilieHa Mamke ropu3oHTanbeHo,
npv UbOMY iHLIMX BiOXWUNEHb He cnocTepiraeTbesd. Big-
3HayaeTbCA HOpManbHUI BUrNSA xpebTa i yepena. Ak
npaBuno, NauieHTn 3 CUHAPOMOM KOPOTKOI KITHOYML
cKapxaTbCs Ha HenpasuIlbHY MOCTaBy, afne TakoxX Y
niTepatypi € OAWHWYHI BiZOMOCTI CTOCOBHO CKapr Ha
6inb i obMexeHHs pyxiB npu uin YBP knrounui [36].

Mykononicaxapugo3 (nat. Mycopolisachorido-
Sis) — cnekTp nopylleHb, NOB’A3aHMn 3 AedeKkTamu,
AKi BUHMKaIOTb BHACNiAOK MeTaboniamy CKknagHux Byr-
neBopfiB. YcnagkyBaHHS, Yac BUHUKHEHHS, pagionoriy-
Hi, OioXiMiYHi Ta KniHiYHI O3HaKM BiApPI3HAITLCS BiA
iHWKX xBOp06. ENOHIMIYHMMKU Ha3BamMu AN UUX XBO-
po6 € cuHgpom [yprniepa (tun IH), cuHgpom Llere
(Twn 1S/V), cungpom XaHtepa (tun Il), cuHgpom CaH-
dininno (tun 1), cunagpom Mopkio (Tvn 1V), cungpom
Mapoto-Ilami (Tun VI), cungpom Cnasa (tun VII). Has-
BHa 3aranibHa OCTEOMNeHisa 3 AiNfAHKamMn pynHyBaHHS
KiCTOK, Aedopmallis LUMAKK NNeYvyoBoi KicTku. JlonaTtka
Hedopo3BMHEHa i Mae Hernuboky cyrnoboBy 3anagu-
Hy. Kntounui € kopoTkumu Ta wnpokumm [23].

Cungpowm Anepta (Anepa) (tTun | Akpouedano-
cuHpakTunia) (nat. Syndromum Apera) (OMIM
101200). HasiBHMI CMHOCTO3 LUBIB Yepena, aHomanii
noba Ta rineptenopuaMm. Ha kiHUiBKax € LOOATKOBI
nanbLi, TakoX BigOyBaeTbCA 3MUTTA M'SICTKOBUX | 3a-
N'ACTKOBUX KiCTOK. KNiHIYHO y XBOPUX CMOCTEPiraeTbCs
3HWKEHa MOBINbHICTb, HaNbINbLL MOMITHA Ha nredi Ta
niKTi, Wo nporpecye 3 BikoM. [1neyosun cyrnob € Bu-
TATHYTUA | YBIrHYTWUI, HasiHi HEPIBHOCTI B UeEHTpi. [o-
rnoBKa MreYyoBOi KiCTKW CNoCcHyTOI dhopmu. lMporpe-
CMBHa HEBIANOBIAHICTb y Ne4YoBoMy Cyrnobi, Wo npu-
3BOAMTL [0 NiABMBUXY i AMCNOKaLil, MOXxe BigdyBaTu-
cs. HagmipHuia picT ropbucTocTi Moxe npu3BecT 0
MOTPLUEHHS] BUPaXEHHs1 akpoMioHa Ta OOMEXeHHs
BiaBeaeHHs. Ocudikalis ronoBKku MNeyYoBUX KiCTOK i
BENMKNX BEPTNIOriB Moxxe OyTu 3aTpumaHa, abo acu-
METPUYHOHO.

CuHgpom AnepTa noginsawTb Ha 2 NigTunu.
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| nigtun — knacuyHMn cuHapom Anepta, sKun
XapaKTepu3yeTbCs TWUMOBOK Ans AAHOM0 CUHAPOMY
akpouedarnieto i BUpaKeHO CUHOAKTUMIED, gKka MoXe
OyTu NopiBHSAHA 3 ,JTOXKKOK”, KONW 3pOLLEHI BCi nanbLi i
,PYKOKO-aKyLLepa”, KOMnuM BENUKMA naneub BifbHUA i
NPOTUMOCTaBEHN 3POLLEHUM YOTUPLOM MarbLSM.

Il nigTvn, skun y nitepatypi Mae Ha3By CUHOPOMY
AnepTta-Kpy3oH, € NPOMiKHOI POPMOI0 MK Kracuy-
HUMK cuHgpomamu AnepTa i KpysoHa, To6To npu ga-
HOMY CMHOPOMI BinbLl BupaxkeHa rinonnasis BEpXHbO|
wenenn. Y Tol e 4ac sBuULLLa CUHOAKTUIIT BUPaXeHi
MEHLLE, HiX Npu TUNOBOMY CMHAPOMI AnepTa, OCKinb-
KW BiNTbHUMM € | BENWKI NanbLi, i Mi3vHLUi.

CvHgpom Anepta 3ymOBreHWr crneumdivHumm
MyTauisMn Yy OBOX CycCigHix 3anuwkax Cep252Tpwu i
Mpo253Apr rena FGFR2, akun kaptoBaHo 10026.13.
YcnagkoByeTbCA 32 aBTOCOMHO-AOMIHAHTHUM TUMOM
[37].

CuHpgpom MenbHika-Hignca (nat. Syndromum
Melnica-Nidsla) (OMIM Ne309350) € HanbinbL Tsx-
KM MPOSIBOM CMEKTPY OTO-Nanato-AuriTanbHUX aHo-
Marni, WO BKNOYaE TaKoX OTO-nanaTo-AiritanbHUR
cuHgpom tun |, 1, i dpoHTO-MeTadbizapHy Aucnnasito.
3axBoploBaHHSA 3yMOBreHo MyTadieto reHa FLNA. MeH
KapToBaHMN Ha XpomocoMi X(g28 Ta KOAyE CUHTe3
6inka filamin. JocnigHukn npunyckaTb, WO MyTaLis B
reHi npu3BOAUTL A0 MOPYLUEHHS perynsuii 6inkom
filamin npouecy po3BuTKy ckeneTy, ane Hesigoma
reHoTun-cbeHoTUN Kopensuis. Yonosiku MatoTb GinbLu
TSDKKI KMiHIYHI O3HAKM CUHOPOMY, HiXK XKiHKM, | Manxe y
BCiX BMMagkax nomupatoTe 4o abo Bigpasy nicns Ha-
pomkeHHs:. OCHOBHMMU AiarHOCTUYHUMUK KpUTEpIisiMU
cvHgpomy MenbHika-Hignca e: 1) ocobnmBocTi dheHo-
TMNy; 2) XapaKkTepHi 3MiHWM 3 BOKy KiCTKOBOi cuctemu, a
came: HaHi3Mm, rinepocTos3 Yepena, 3aTpyMKa 3aKpUTTS
TiM'siYOK, annagsis, rinonnasisa 1060BOi i BEpPXHbOLLE-
nenHoi nasyx; gedopmadis Ta HEPIBHUIN KOHTYP KIto-
YN, PO3LUMPEHHA NpUCEPEAHBOT YaCTUHU KMYULb,
i/abo ii annasis, octeonis kntounups [38].

KpaHiodppoHTOHa3anbHum cuHgpom (MIM
304110) (CUH.: CUHAPOM CEepPeaAMHHOI LWiNIMHN 06-
NinYYsA) — Le pigkicHe cnagkoBe 3axBOPHOBaHHS, LLO
XapakTepusyeTbcs acumeTpieto Tina, ocobnueo 06-
nnyys, gedektammn cepeaHboi MiHii, CKENETHUMUN aHo-
Manisimu 1 4epmaTtorioriYHUMmM aHomanisgMmu.

Hanbinblw nowwupeHi cumnTomyn UbOro posnagy
BKITIOYAIOTh: FiNepTenopmnsMm o4eur, PO3ABOEHHS KiHUK-
Ka Hoca, aHoManii nne4yen i KiHLiBOK i/abo Hegopo3BM-
HEHHsI cepedHbOoi YacTUHWM 06nnyys. MonoBa 3a3Bu-
Yan Mae HesBuYaiHy OOpMy BHACNILOK NepeayacHo-
ro 3aKkpuTTH BiHLUEBMX LUBIB, WO NPW3BOAWTbL OO acu-
MeTpii 06nunyys.

Y peskux nogen i3 KpaHio@pOHTOHa3anbHUM
CUHAPOMOM MOXYTb OyTW LUMPOKMIA HIiC i 06nm4yys;
LUMPOKUIA i BUCOKUIA NOO; LWinuHa rybu i nigHeBiHHS;
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HM3bKO MocafpKeHi Byxa i ntepuriymamu Ha wwi. [is-
yaTka 3asBuyar MarTb rycTe, KydyepsiBe BOOCCH, sike
3'9BnseTbCa Yy Bili 2-3 MicAuiB. XBOpi MOXYTb TakOX
MaTU CUHAAKTUIIIO ManbLUiB KiHUIBOK, KNMMHOOAKTUMIO
M’'ATOro Nanbus; WWPOKI nanbLi pyk i/abo Hir, ocobnu-
BO MepLUni «BENUKWIA» naneupb; i / abo HirTi, ski € noc-
MYroBaHWMU, YBirHyTUMM i/abo namkumu.

MoxyTb 6yTn By3bki noxuni nneyi, YBP rpyaHuHm,
Kno4mnub, naTonoriyHmii nopao3 abo ckonio3. OgHa
KiHUiBKa MOXe OyTu KOpOTLUOW 3a iHwy. Hegopo3ssu-
HEeHHS rpyaHux 3anos3. Moxe Tpannatucs naTtonoris
nonatkn — gedopmauis LLnpeHrens. Y XiHOK MOXyTb
OyTn aHomanii maTku.

Y peskux nogew, Takox Moxe ByTu rinoToHis M's-
3iB, 3aTpuMKa (i3VYHOr0 PO3BUTKY, HEMPOCEHCOPHAa
TYroByXiCTb, pectus excavatum i giadparmosa rpuxa.
Y 4YonogikiB MOXe Tpannsatucs wanenofibHa kanutka
i rinocnagia. e cuHgpom BuKNMKaHWA MyTauieo B
reHi EFNB1 Ha xpomocomi Xgl13. YcnagkoByeTbcs 3a
X-34enneHnm, AOMiHaHTHUM TUMOM.

BucHoBkuM
1. AHomanii KicTOK nosicy BepxHbOi KiHLiBKM BUHWKa-

I0Tb BHACMiAOK MOPYLUEHHS NPOLECIB XEMOTaKCUCy,

nponidepadii, AndepeHuinoBaHoi i nporpamoBaHoi

CMepTi KNITUH Ha paHHiX eTanax eMmopioreHesy.

2. KpuTuyHMM nepiogom ANA BUHUKHEHHSA aHomarnin
KiHLiBOK Mig, Aieto TepaToreHHUX akTopis € nepioq
emMbBpioHanbHOro po3BUTKY.

3. YpomxeHi Baam po3BUTKY KIHOYML Ta nonaTkm MOX-
Ha po34iNUTN Ha TUMOBI (CaMOCTIMHI HO30MOriYHi
dopmn) i aTMnoBi (KOMBIHOBaHI 3 IHLIMMK aHOMani-
SIMU Y/ 3aXBOPIOBAHHSAMM).

4. YpopxeHi Baan po3BUTKY KIOUULi Ta onaTtku ayxe
4acTo NoefHaHi 3 PisHOMaHITHUMU BafaMu PO3BUT-
Ky IHLIMX YaCTuH ckeneTa.

MepcnektTnBn noganbluuX AochnimkeHb. Bu-
BYEHHSA MOPONOriYHMX nepeayMoB BUHUKHEHHS YpO-
[PKEHUX BaZ PO3BUTKY KICTOK MOSACY BEPXHbOI KiHLiBKM
MoXe OyTu MigrpyHTAM Ans po3pobku Ta obrpyHTy-
BaHHS1 HOBMX CMOCOBIB iX XipypriYHOT KopekLii.

from: https://ru.scribd.com/
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OHTOJNIOrnA BPOXAEHHbLIX MOPOKOB KOCTEW NrPYAHOIO NOACA

Xmapa T. B., Llllesuyk K. 3., Mopapauw FO. A., PusHu4yk M. A., Cmenbmax I". A1.

Pe3rome. BpoxaeHHbIE MOPOKM pa3BUTUSA OMOPHO-ABUraTeNbHOro annapata NpeACcTaBnsioT NPakTUYeCKuin
WHTEpecC Ans Bpayen MHOrMX crneumanbHOCTEN, a UMEHHO: Bpaya-HeoHaTorora, neavaTpa, OeTCKoro xupypra
unu opTonena, TepaneBTa, KOTOPbIE MMEKT OTHOLLIEHUE K BbIABMEHUIO U NIEYEHMIO NOCNEACTBUN BPOXAEHHON
naTonorMn B NogpoCTKOBOM, HOHOLLECKOM U 3peniom Bo3pacTte. 3a 2018 r. BpoxxaeHHbIe MOPOKN pasBUTUSA Y HO-
BOpOXAeHHbIX (Maccon 6onee 500,0 r) no YkpauHe obHapyxeHbl y 25,92 Ha 1000 poxaeHHbIX XUBbIMW, @ B
YepHosuukor obnactn —y 23,73 Ha 1000 poxaeHHbIX xuBbiMn. Cpean BPOXAEHHbLIX NOPOKOB PasBUTUS PeaykK-
LUMOHHbIE aHOManuu KOHEYHOCTEN U MoNMAaKTUNNS BbiSBNsSnMch no YkpauHe y 1,13 Ha 1000 >x1BbIX HOBOPOX-
OeHHbIX, a B YepHoBuukor obnactm —y 0,93 Ha 1000 poaMBLUMXCS KMBBIMM.

Pa3BuTue ckeneta HaumHaeTcs Ha 3-1 Heferne rectauumn BCneacTamne KoHAeHcauumn meseHxumsl. Mo npownc-
XOXOEHUIO BPOXAEHHbBIX MOPOKOB Pa3BUTUSA KOHEYHOCTEN MOXHO pas3dennTb Ha paHHWE, B OCHOBE KOTOPbIX Ne-
XWUT HapyLleHve 3aKknagky 1 naTorornyeckoe pas3suTne amopuoHa (cnyvamn 6onblumx 4edeKTOB C OTCYTCTBUEM
OTAENbHbIX KOCTEN, LienblX CETMEHTOB), 1 NO34HME, B OCHOBE KOTOPbIX NEXUT AedekT pa3BuTusa nnoga (cnydam
HapyLeHus opMbl MPU Pa3BUTUN KOCTHbIX CETMEHTOB U TKAHEBbLIX KOMMOHEHTOB).
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Ha ocHoBe npoBedeHHOro aHanmsa MCTOYHMKOB NuUTepaTypbl NpeanpuHaTa nonbiTka obobwuTb cyLlecT-
BYIOLLME CBEOEHMS O BPOXOEHHbIX NMOPOKax pa3BMTUSt KOCTEN NOsiCa BEPXHEN KOHEYHOCTM (KMouYnLbl, onaTku),
npeanoXxeHa ux knaccudukaumsa n TOnNKoBaHWe cornacHo andasuTa. BpoxaeHHble Nopoku pasBuTUS KOCTEN
nosica BEPXHEN KOHEYHOCTUM MOXHO pa3fenuTb Ha TUMNWYHbIE (CaMOCTOATENbHbIE HO30Morm4yeckme opmel) 1
aTUnU4Hble (KOMBMHMPOBaHHbIE C APYTMMW aHOManMAMN v 3aboneBaHnsIMm).

BpoxaeHHble MOpoKy pasBUTUS KOCTEN nosica BepXHENW KOHEYHOCTU BO3HWMKAOT BCEACTBME HapyLUeHus
npoLleccoB xemoTakcuca, nponvdepaumn, AMdPEepPEHLMPOBAaHHON 1 NPOrpaMMUPYEMON CMEPTU KIETOK Ha
paHHMX aTanax ambpuoreHesa. Kputnyeckum nepmogom Ans BO3HUKHOBEHUS 3TUX aHOManun SBnsieTcsa nepuog,
3MOpPUOHANBHOIO PasBUTHUS.

Mpy aHanuse nNUTepaTypHbIX AaHHbIX BbISIBIIEHO YAaCTOE COYETaHne BPOXAEHHbIX NMOPOKOB Pa3BUTUS KITHO-
YnLbl 1 NoNaTkM C pa3nNnyHbIMKU aHOManusaMK pasBUTUS Apyrux Yacten ckeneta.

KnioueBble cnosa: knioyvua, nonaTka, NOpoK pa3BuTus, aHaTOMUS.

UDC 616.712/.713-007.2: 611.013

Ontology of the Congenital Malformation of the Pectoral Girdle Bones

Khmara T. V., Shevchuk K. Z., Morarash Y. A., Ryznychuk M. O., Stelmakh G. Ya.

Abstract. Congenital malformations of the musculoskeletal system are of practical interest for physicians of
many specialties, namely: neonatologist, pediatrician, pediatric surgeon or orthopedist, therapist, who are re-
lated to the detection and treatment of congenital pathology in adolescent age and adulthood. 25.92 per 1000
live births (weighing more than 500 g) had congenital malformations in Ukraine in 2018.

Material and methods. In Chernivtsi region, the rate was 23.73 per 1000 live births. Among congenital mal-
formation cases, congenital limb defect and polydactyly occurred in 1.13 per 1000 live births in Ukraine, and in
Chernivtsi region it was 0.93 per 1000 live births.

Skeletal development begins in the 3™ week of gestation due to the condensation of the mesenchyme. The
origin of the congenital limb defect can be divided into the early, which is based on the malformation of the rudi-
ment and pathological development of the embryo (cases of major defects with the absence of individual bones,
entire segments), and later, based on the defect of the fetus development (cases of malformation in the devel-
opment of bone segments and tissue components).

Conclusion. An attempt to summarize the existing information about the congenital malformations of the
pectoral girdle bones (clavicle, scapula), their classification and alphabetic definitions were developed on the
basis of the literature sources analysis. Congenital malformations of the pectoral girdle bones can be divided
into typical (independent nosological forms) and atypical (combined with other anomalies or diseases). Congeni-
tal malformations of the pectoral girdle bones arise as a result of impaired chemotaxis, proliferation, differenti-
ated and programmed cell death in the early stages of embryogenesis. A critical period for the occurrence of
these anomalies is the period of embryonic development. A frequent combination of the clavicle and scapula.
During the literature sources analysis we found congenital malformations with various abnormalities of develop-
ment of other parts of the skeleton.

Keywords: clavicle, scapula, congenital malformations, anatomy.
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