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«Early-Onset Scoliosis» — ckonno3bl ¢ paHHEM HadanoMm Wik paHHed Manupecranuern (CPM), psn
OTJIMYAIOIINXCS 110 3THOJIOTHUH, HO OypHO INPOrPEeCcCCUPYIOLIMX B PaHHEM JIETCTBE CKOJIMOTHYECKHX
nedopmannii, TaKuX Kak WHQAHTUIBHBIA M IOBEHWJIBHBIH WAMONATUYECKHE CKOJIHMO3bI, BPOXKICHHBIC
aHOMaJIMM TO3BOHOYHMKA, OOJbIIAs TPyMNa acCOLMUPOBAHHBIX CKOJIMO30B, TPEOYIOIIME DPAaHHETO
Xupyprudeckoro jedenus wckpusienuii [Akbarnia B.A et al.,2005;2010]. CrpynmnupoBaHHbIE IO
NPU3HAKY paHHeH AeTckoil Manudecranum, nHpantuiabHbie UC ot 1 10 3-X J1eT, a '0oBeHWIIbHBIE — OT 5
no 8 net [James J.1-1954] Ttakue uckpuBienus, B oiMuuy, oT nepopmanuit npu UC, npencrapisgior
3HAYUTENbHbIE PUCKU U1 3/0pOBbS pEOCHKA, NPENOJHOCS HeMalo NpobdjaeM He TOJIbKO
BepTeOposioram, HO U BpauaM apyrux cnenuaibHocterr [Campbell R.M;2003,Canavese F.,Dimeglio
A..et al.2007,Ymapxomkaes @.P;2021].

C y4eTroM TOTO, 4TO PaciupoCTPaHEHHOCTh MH(MAHTUIBHBIX U OBEeHWIBHBIX WC, B momymsmuu 6-7-
JIETHUX IIKOJIHHUKOB C BEMTUYMHOMN cKoinroTudeckor nyru 10° u 6onee moxet coctaBisaTth 0,05% s
neBouek u 0,02% st manpuukoB [52], Ha gomo CPM mosxker mpuxoautest okosio 1% ot Bcex UC,
3apeructpupoBanHeix B CIIA, cpemu koTopeix okoio 10% TolepaHTHBIX K KOHCEPBATUBHOMY
Je4eHUI0 OyAyT HYXIAaThCs B PaHHEM XHPYPrHYECKOM JICUCHHHM TIO TMOBOAY ckonmosa [7,54]. B
npotuBoBec MIC npu CPM uame cTpagaroT Manp4uku, yeM J1eBoukH (3:2), u 75%-90% nedopmaruit
MIPEACTABJICHBI JICBOCTOPOHHUMH UCKPUBIICHUSIMH [36].

Bpoxnennsie nedopmaiinyu mMO3BOHOYHHKA U BpOXKIeHHBIH ckonmo3 (BC). [To MHeHHIO OONBITMHCTBA
HCCIIeIOBATENeH, BPOXKICHHBIMU TIPUHSATO HAa3bIBaTh €T0 OCE-BbIE MCKPUBJICHUS: KU(PO3BI, CKOIHO3HI,
I0opA0 W KU(POCKOIHMO3BI, KOTOpHIE SBISIOTCS HEU3MEHHBIM pE3YyJlbTaTOM aHOMAlUd W
ACUMMETPUYHOTO POCTa MO3BOHKOB /WK pedep, KOTOPhIe OKAa3bIBAIOT HEOOPATUMOE «TJI00ATBHOEY
BO3JICHCTBUE HE TOJIBKO HA MO3BOHOYHUK W TPYIHYIO KIETKY, HO MIPAKTUYECKH Ha BCE BUCIEpATbHBIC
opransi [19, 9, 13, 7, 33].
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OneHoyHasi pacHpOCTPAHEHHOCTh MOPOKOB Pa3BUTHUS MO3BOHKOB B JIETCKOM BO3pAacTe MO Pa3HBIM
nanHbIM kojebnercs ot 0,5-1:1000 go 1:100 u Gonee [4, 9]. B crpykrype oceBbiX aedopmanuit
IM03BOHOYHUKA MCKPUBJICHUS HA NIOYBE aHOMAJIMM BBIABIAIOTCS B 2-11% cimydae, u3 kotopbeix 50%
BBISIBJISIIOT HA NMEPBOM ronay *u3HU. Cpeau MOCHeAHUX KIMHUYECKH 3HAUYMMBIE CIydau COCTaBIISIOT
30%. B tpu roma yxe 50% npuxonutcs Ha TsKenble (GOpPMBI UCKPUBJICHHM, X0Ta npumepHo B 18%
CIIy4aeB HE OTMEUEHO HUKakoro mporpeccupoBanus [4]. Cxkomuorndeckue nedpopmanuu wm BC, B
CTPYKTYpE BpOKIEHHBIX OCEBBIX JedopMaiuili MO3BOHOYHUKA, BBISBISIOTCS ropasno vaie, A0 75%
CIly4aeB, YeM «UHUCTBII» BpoxaAeHHBIH Kudo3 [4, 37]. Haunbonee pacnpocTpaHeHHBIMH aHOMAIIUSIMHU
MMO3BOHOYHUKA, MPOBOLUPYIOINIMMH CKOJIMO3, CUMTAIOT MHOXECTBEHHbIE HEAOPA3BUTHUS IOJIOBUHBI
no3BoHKa (44%). Ha Bropom mecre crout aedext cermenranuu (32%), a 3aMblkaeT CIHCOK
€IMHUYHBINA 1T0NTYy1103BOHOK (18%) [4].

Bpoxnennsie nedopmanud MOTyT OBITh KiIacCH(UIIMPOBAHBI HA OCHOBE JIOKAIHM3AIMU, XapakTepa
UCKPMBIICHUs, WM BHMJAa aHOMAJUH, NpUBEALIEH K BO3HMKHOBEHHMIO OCeBOW nedopmauuu. B
3aBUCHUMOCTH OT THWIIA, HAONIOAAEMOM MO pEHTreHOrpaMMaM aHOMAaJIMM TeJl II03BOHKOB, B
KJIMHUYECKOW TIPAaKTUKE MCIIONIb3YyeTcs JBYXMepHas Kiaccu(uKaluus BpOXKICHHBIX CKOJIMO30B.
Beineneno tpu tuna: I tun — Hapymenue GopmupoBanus; Il Tun — mapymenus cermentanuu u 111 tun
— CMEILIaHHBIH, 00BEANHSIONINIA 1BA TPEIBITYIIUX BUIa aHOMATU [4].

HauGonsmree nporpeccupoanre BC mporcXoauT cOTIaCHO OOIIMM TpaBUiIaM, B MPOJOJIKCHHIH JIBYX
NIEPUOJIOB OBICTPOrO pOCTa, B TEUEHUE NEPBBIX 3 JIET KU3HU U B MOJAPOCTKOBOM POCTOBOM CIIYpTE,
MO3TOMY TAIMCHT, MaHU(ECTHPOBABIIMIA B OoJiee paHHEM BO3PAacTe M WUMEIONINI OOJNBIIHMIA CTaX
3a00JeBaHUs, HYXKAAETCS B NMPUCTAJIBLHOM BHUMaHuM Xxupypros [15]. Cuenyer ormeruts, uro BC
MEPBOTO THIIA BCJIEACTBHE aHOMAJIMHM OOKOBBIX M 33JHEOOKOBBIX KBaJPAaHTOB Tella MOJYMO-3BOHKA
IIPOrpeccupyroT B cpeaHeM Ha 2,5° no 10-netHero Bo3pacta, a 3atem no 5° B rox [33]. 3anHue u
OOKOBBIE TIOJTYITO3BOHKH UMEIOT HE3HAYUTEIbHO JIyULIUi IPOrHO3, 3aTEM CIIEYIOT 06a00UKOBUIHBIE U
KJIMHOBHHbBIE MM03BOHKH [35]. BC BepxHerpyaHoro otiena IO3BOHOYHMKA H3-3a HEIOPa3BUTHS
MIOJIOBUHBI [TI03BOHKA OYZET nporpeccupoBath Ha 1°-2,5° B roJ1, mpaBoLupys NepeKkoc HaAMICUYUid, B TO
BpeMs KaK aHaJOTMYHAas aHOMalMs HIWKHETrpyAHOH JIOKaln3aluu BbI3bIBAaeT Ooiyiee ObICTpoe U
HauOoJIbIIee TporpeccupoBanue ot 2° 1o 3° exerogHo [33].

Hapymnienne cermeHTanuy wid BTOpPOM THUII aHOManui, BbI3bIBarolux BC, nMeeT BBICOKMI pHUCK
nporpeccupoBanus ot 2° go 6,5° B roAg B IpyAHOM OT/AENE€ MO3BOHOYHUKA, Mexay 6° um 9° B
IPYJONOSICHUYHOM U OKOJIO 5° B roJ B MOSACHUYHOM ob6nactu 3a TOT sxe nepuon [33]. Ilepennue
CIIMSIHUSL IEMOHCTPUPYIOT MEJUIEHHOE IIporpeccupoBanue Aegopmaruu npumepHo Ha 1% B roa no 10
JeT, TOorja Kak IepegHeOOKoBble MMenu Xyawmuid mnporHo3 [35]. Tpetuit Tun HaumMeHee
pacnpocTpaHeH, BKJIOYaeT B ce0s JAeQeKThl MEepBOr0 M BTOPOrO THUIOB, CUUTASICh CaMbIM
arpecCUBHBIM MOPOKOM C OIPOMHBIM MOTEHLMAIOM ISl OBICTPOro MpPOTPECCUPOBAHMS CKOJIHMO3a U
kudockonmosa, 5° B rox B Bo3zpacte 10 10 met u Ha 10° B Gonee crapmem Bo3pacte. Ha mpakTuke
Takue Ae(opManuy MpeACTaBIAIOT JUIS JIeYeHUs] HauOOJbIINe TPYIHOCTH, JIMOO 3a CYET TSKEIOon
nepopMaui ¥ HEBPOJIOTHYECKUX HApYIIEHWH, TU00 Kak JAepopMaiiiy CKIOHHBIE K 3HAYUTEIbLHOMY
nporpeccupoBanuio [35, 33].

Ckommornyeckue nedopmaiuu, accouurpoBaHHble ¢ Heilipopudpomarozom (HD), sBusrorces ogHuM
u3 Hambonee pacnpocTtpaneHHBIX (1:3000-3500 HOBOpPOXKIEHHBIX) TEHETUYECKH OOYCIIOBICHHBIX
3a00JIeBaHUN YeIOBEKa, KOTOPBIM CTPa/laloT OJMHAKOBOE KOJMYECTBO MY)KUMH W JKEHIIMH OOIIeH
yuciaeHHOCcThio okono 1000000 [44]. Paznuuaror aBe KiaMHUYeckue ¢opmbl 3Toi Gonesnu: HD
neporo tuma (H®1) unu mepudepuueckmii, O6onee M3BECTHBIM Kak OoJsie3Hb PexnmHrxayseHa,
coctaBisitounii 10 85% OT Bcex manmeHToB, crpanatommx H®. Heitpogubpomaros BTOporo twuma,
nunu neHTpabHbd (HD2) MeHee pacipocTpaHeH U XapaKTepUu3yeTcs pa3BUTHEM OMYXOJIeH CITyXOBOTO
WIN 3PUTEIBHOTO HEPBOB U JIPYTUX BHYTPHUEPEITHBIX U BHYTPUIIO3BOHOYHBIX HOBOOOpazoBaHmii [12,
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44]. XapakTepHbIMU KJIMHUYECKUMHU cuMnTomMamMu HOP ABASIOTCS MEAJICHHO MPOTrPEeCcCCUpPYIONIUe
MOPAKEHUS] HEPBHOM CHCTEMbl, MATKHUX TKaHEH, B OCHOBHOM KOXH, M aHOMaJIUU OIOPHO-
JIBUTATEIBHOTO arapara, Cpeld KOTOPHIX 0CO00 BBIICTSIOT TskKelble 1edopMaluy Mo3BOHOYHUKA [4,
21, 6, 25]. Ckommornueckue nedopmammu npu HO wyame BBISBISAIOT BO3pacTe OT CEMH J0
mectHaauatu aet, 10%-60% cuyuaes [11, 12, 6]. Cxonno3 yame BoisBIAOT pu HD1, nmockonbky
HEPEIKO MEPBBIM BBISBIISIETCS CKOJIMO3 U TOJIBKO MOCIE IETATBLHOTO 00CIeI0BaHUS CTaBUTCS UArHO3
HO [11].

Bce ckonmmormueckue aedopManuy MO3BOHOYHMKA MpH HEHpopuOpoMaToze pacrpenensioT Ha
muctpoduaeckue u Heauctpoduueckue [11, 21]. Hemuctpodudeckne HCKpUBICHUS XapaKTEPU3YOTCS
TOOpPOKAYECTBEHHBIM TEUECHHEM TOJ00HO MIUONATHYECKOMY CKOJIMO3Y, OJHAKO, HEPEAKO, OHH MOTYT
TpanchopmupoBarbcsi B auctpoduueckyro  dopmy [18]. Jluctpoduueckre  HCKPUBICHUS
XapaKTEepPU3YIOTCsI OCTPOYTOJIbHBIM, OBICTPO MPOTPECCUPYIOLIUM, B CPEIHEM Ha 5 U OoJiee rpasy-coB B
roJi, KOpoTkuM (4-6 TO3BOHKOB) KH(OCKOIMO30M, KaKk MPaBHIO C MpeodiafgaHueM Tunepkudosa,
KOTOPBIA B 3alyIICHHBIX Clydasx MoxkeT gocturarb 180° m OGomee [ 12, 21]. Knaccuueckumu
nposiBieHus MU Auctpoduueckoit hopmbl HD1 cunrarorcs: BrlpakeHHas KIMHOBUIHAS AepopMarius
W poTalus TO3BOHKOB, KOpOTKas mayra, Haimumume kudosa, 3aoctpenue «penciling» pebep,
BepeTeHooOpa3-Has «spindling» nedopmarust monepeyHbIx OTPOCTKOB, (hecToHUaTOCTh «scallopingy
KpaeB Tel  TO3BOHKOB, pACHIMPEHHE  MEXKIIO3BOHKOBBIX  OTBEPCTHUM, MEHHUHIOLICIE U
napaBepTeOpaibHbIe OMYyXOJIH, HEPEIKHU CIIOHIUIOPETPOIUCTE3bI U CIOHIMIONTO3BI [21,34].

XUpYypruyeckoe Je4YeHUE CKOJIMOTHYECKUX M KM(POTUYECKUX MCKPUBJIECHUH NMO3BOHOYHMKA mpu HD
COIIPSDKEHO ¢ OOJIBIIMM KOJIMYECTBOM CIy4aeB BO3ZHUKHOBEHHUS ICEBI0APTPO30B, IIPOrPECCUPOBAHUS
negopManu ¥ BO3MOXKHBIM pa3BuTHeM mapamieruid [11, 12, 21]. Hammume nuctpoduueckux
KOCTHBIX W3MEHEHMH B I03BOHOYHMKE, PHUTHAHOCTb KH(POTHUECKOro KOMIIOHEHTa jaedopMaluu,
OCTEONOpO3, MEHHMHIOIeNe, HEHpOHHBIE OMYXOJW BOKPYr MO3ra WJIM HEPBHBIX KOPEILIKOB,
aHATOMUYECKHE aHOMAJIMM U BEJIMYMHA WCKPUBJICHMSI, HEPEIKO JOCTUTAIOIAs MPENEIbHBIX YIIIOBBIX
3HauYeHui, ctaBuT nedopmaruu pu HO B paspsia Tsoxensix Gopm ckommosa, ¢ 00yiee CIOKHOU U
OIacHOM TaKTHKOH, HepelKo TpeOyroliel BacKyJIsspU3HMpOBaHHOM TpaHcIutanTaumu. [12, 28, 52, 50].
Huctpoduueckue aedpopmanuu mno3BoHouHuka npu H®D, mo cpaBHeHHMIO ¢ HETUCTPOPUUYECKUMH,
UMEIOT MeHee OJaronpHsTHBIM MPOTrHO3, M MAIMEHThl HYXJAaloTcsd B 0ojiee pPaHHEM U arpecCUBHOM
XUPYpruueckoM Bo3zeicTBuM, HaunHas ¢ 10-1eTHero Bo3pacra [6].

ITo naHHBIM amMepHKaHCKUX HcciaenoBarenei cuniapome Mapdana (CM) BoeusBisercs y 1 uz 10000
BBDKMBILMX HOBOPOXKJIEHHBIX [22]. 3abosieBaHue HacleqyeTcs IO ayTOCOMHO-IOMHUHAHTHOMY THUILY,
HE CBSI3aHHOMY C MOJIOM, ¢ 25% ciay4yaeB CHOHTAHHOW MyTallMd, MPU 3HAYUTEIBbHOW KIMHUYECKOU
BapuaOeIbHOCTH OT JIETKUX MPOSBIEHUN JUCIUIa3UM JI0 CJIy4aeB CHUCTEMHBIX pacCTpPOICTB,
yrpoxxaronux ku3Hu [40]. [Tpusnaku xapakrepHoro MapgaHOUAHOT0 rabuTyca XOpOIIO M3BECTHBI.
[IposBnsiachk yxe B MiaJieHYecTBe, O0JI€3Hb HOCHUT TSKEJIbI XapakTep U, He CMOTPS Ha YCHIIMS Bpadei
IIPAKTUYECKH BCEX M3BECTHBIX CHELHUAIBHOCTEHN, CPENHAS MPOJOJDKUTENBHOCTh XKU3HU Ipu CM He
npeBbIlIaeT 43 jeT y My»X4uH U 46 jet y xeHIuH [27].

Ckonuoruyeckue nepopmanuu BBIBISIOT y 58-63%, crpamatonmx CM. U3 Hux 2-2,5% ciydaeB
cocraBisitoT CPM, npu 3ToM Kn0oCcKoano3bl HAOMIOAAI0TCS MPUMEPHO B MOJIOBUHE Beex cinyyaeB CM
[40, 45, 14]. Cxomno3 npu CM nonoben MC, ogHako CymiecTByeT ps NPUHIMITUAIBHBIX Pa3IHyuHil.
[Toutn Bcerna perucTpupyercs paHHEe Hadallo CKOJIM03a, BBICOKAs pPaclpOCTPAHEHHOCTh JBOMHBIX
IPYIHBIX U OOJBIIUX TPOHHBIX AYT [45], mpu aToM y 40% nanuenToB HabromaeTcst kugdo3 6onee 50° .
Brimenepeuncinennble 0COOEHHOCTH accomuanuu ckoiuo3a nmpu CM HampsMmyro yKa3bIBalOT Ha
HE00X0AMMOCTh BbIOOpa 0oJiee arpeCCUBHOM TAaKTUKH JIeUeHUs Ae(opMaIliii MO3BOHOUYHUKA Y TaKHX
OOJIBHBIX YK€ B PAaHHEM JIETCKOM BO3pacTe.
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[Ipu BBIOOpPE XMPYPrUYECKON TAKTUKH CIEAyeT OTMETHTh HapymeHus ®BJl BcieacTBue cuHapoma
«TOpaKaIbHOM HEJOCTATOYHOCTUY», KOTOPBIA MOXET OBITh CIIECTBHEM JBOMHOTO JECHCTBHS HE TOJIBKO
CO CTOPOHBI LIMPKYJISAPHON CKOJIMOTHYECKOW AedopMaiil rpyAHON KJIETKH, HO U JOIMOJHUTEIbHON
BOpPOHKOOOpa3HOW wiu KuieBuaHOUW ee nedopmanuu crepenu [13]. Hapymenus nesTenbHOCTH
CepJCYHO-COCYIUCTOM CHUCTEMBbl B KOMILJIEKCE MHCTPYMEHTAJIbHOW KOppeKuHH ckoiuosza npu CM
Hepenko HocAT datanbHblii xapaktep [14, 48]. Ilokaszanel sxokapaworpadus, MPT c¢ mensto
onpejieNieHUs] WIaTallil KOPHS M BOCXOIALIEM YacTW aopThl, Ipojlarica aopTalbHOTO WM
MUTPAJIBHOTO KJIallaHa, a Takke OeTa-O0JoKaTopbl Uil MPO(PHUIAKTHKH OCIOXHEHHUH, CBA3aHHBIX C
nunatanueit aoptol [ 14, 48]. lo onepaiuu U B MpoLECcCce XUPYypruuecKoro JeYeHUs: JOMOJIHUTEIbLHO
HEOO0XO/AMMO TPUBJIEKATh T'€MaToJora, MPOBOAMTH TIIATEIbHOE OOCIIEOBAaHHE HAa KOJHMYECTBO
TPOMOOILIUTOB, COCTOSIHUSI TE€MOCTa3a M OCYUIECTBIISATh AHTUKOATYJISIMOHHYIO Tepanuio [14].
[TnotHOCTh KOCTHOU TKaHU mpu CM Takke MOXKET OBITh CHMXKEHa, 4To ycyryomsercs y 63%-92%
MAalUEHTOB HMCTOHYEHHEM HOXEK M JYKEK I[I03BOHKOB BCIEJICTBUE JypajbHON »3KTazuu [14],
CHIDKAIOIIEH CTa0WIBHOCTh HMHCTpYMEHTanbHOWH ¢ukcanmu [14]. C menmplo  momaep:KaHUs
CTaOUJIIBHOCTH PEKOMEH]IYEeTCS MCIIOJIb30BaTh MAKCUMAIbHOE KOJIMYECTBO KPIOKOB, IIYPYIOB, JIEHT
W/WIIM TIEeMEHTA JUIS JTY4YIIero pacipeesIeHUs] Harpy3Ky .

OdeHp BaXHO, YTOOBI MAIIMEHT U €ro 3aKOHHBIE MPEACTABUTEIN OBLIN MPEIyNPEkIACHb O BHICOKOU
qacToTe (haTaIBHBIX OCIOXHEHHM, MMOCKOJIBKY 28,6% MalMeHTOB MOru0aT B MPOIECCE JICUCHHS OT
CEPJIEYHO-COCYAMUCTBIX OCJIOKHEHUN HE CBS3aHHBIX C XHUpyprueu mno3BoHouHuka [43, 14]. Ilpu
XHPYPTUU CKOJNO03a PETUCTPUPYIOT 0KoJI0 10% ocinokHEeHUH, CBA3aHHBIX C TITyOOKON HH(eKmen, 8%
C IypaJbHBIMU pa3pbiBaMu U OosbIIUMU 00bemMamu kpoBomotepu 2400-5300 mu [14, 26].

Ckomuornyeckue aedopmaryu B acconnanuu ¢ cupuaromuenueii (CI'M). CHpHHTOMUENNIO OTHOCST
K OpraHUYeCcKUM 3a00JI€BaHUSIM LIEHTPAIbHOM HEPBHOI CUCTEMBI, CBSI3aHHOM ¢ aHOMAIHUAMU Pa3BUTHS
HEpBHOW TPYOKM M aHAaTOMHYECKH XapaKTEepU3yIollleecs pa3pacTaHWeM TIJuu M 00pa3oBaHUEM
IIPOJOJIBHBIX TOJIOCTEN B IIEHHO-TPYIHOM OTAEJE CIIMHHOIO MO3ra, CTBOJIE U BHYTPEHHEW Karicyle [
2]. YV OonbmmHcTBa nanueHToB npu CI'M oOHapyXMBarOT MOpPOK Pa3BUTHS MHHJAIMH MO3KEUYKa
(anomamust ApnHonbra-Kuapu ), xoTopas HpeAnoNoXHUTENbHO HapyllaeT JUKBOPOJAWHAMHUKY U
BCJIE/ICTBUE YEro pa3Mepbl IEHTPAIbHOIO KaHajga CIMHHOIO MO3ra YBEJIMYMBAIOTCS, 0OYCIIaBiIMBas
MEJIEHHOE TPOTrPECCUPOBAHNE MUEJIONATHHN TP PACIIMPEHHUE LIEHTPAIIBHOTO KaHala CIIMHHOTO MO3Ta
Ooonmee yemM 1 MM Ha mpoTsDKEHHMM He MeHee 2 103BOHKOB [32]. [lo maHHBIM wHcciemoBaTenei
pacnpoctpaneHHOCTh CI'M 3HaunTensHO BapbupyeT ot 3,3 10 130 cayuyaeB Ha 100000 nHacenenus [1].

Accounanuga UC u CI'M cuutaetcst Haubosee yacto BeTpedaromielcs natoiorueit, 11%-15% Beex
ciyyaeB VIC [41, 16]. Ilpumepno y 2/3 nanrentoB ¢ CM BBISBISAIOT UCKpUBIIEHUS MeHee 20° U TOJIbKO
octaibHble 4-5% UMEIOT KIMHUYECKH 3HaYMMble UCKpHUBIIeHUs 6otee 20-25° . VI3 KoropThl Mocie Hux
NAIlMEeHThl C IOBEHWIBHBIMU M HMH(AHTHIBHBIMH HMJIMONATHUYECKUMH CKOJIMO3aMH CYMMAapHO
COCTaBISIIOT Oosiee mosioBUHbI, 27% u 25%, coorBerctBenHo [30, 19, 17,41]. Ilpu 6eccumnToMHOM
TedeHMH OKoyio 14-27% CI'M mnpum ckonmo3e BBIABIAIOTCA ciydaiiHO [29, 41], Torma kak B
MPUCYTCTBUHU HeBposiorndeckux cuMntomoB CI'M BeisBisiercs nmpaktudecku B 100% cioyuaes, a nmpu
OTCYTCTBHH aIUKAIBHOTO JOP/103a UM HATMYUH alUKAIBHOTO KH(]o3a B CKOIMOTHUECKOW KPUBHU3HE
TOJBKO B 66,6-80% ciyuaes [ 39,41].

IIpu accommamus CM ¢ HMC B mHpUCYTCTBUM HEBPOJOTMYECKHX PACCTPOMCTB JIBOWHBIE AYIH
BCTPEYAIOTCS Yallle, YeM OJMHOYHBIC, a OJMHOYHBIE TMOSCHUYHBIE BOT BCE OTCYTCTBYIOT [29, 41].
Crenyer OTMETUTH, YTO TP JIEBOCTOPOHHUX MCKPHUBIICHUS IPYIHOM JOKAIM3aIMU Yalle HabIoaaeTcs
O6eccumnromHoe TeueHue CM, B TO BpeMs Kak NPU HATMYUHM HEBPOJIOTMYECKUX CHMIITOMOB CKOJIHO3
XapaKTepu3yeTcs JBOMHBIMU JyTaMU IPyAONOSICHUUHON JoKanu3auuu [16].

Takum 00pa3oM, MOXHO BBIIECIUTH CIEAYIOIIUE INIaBHbIE KPUTEPHHM BBICOKOTO pHCKa MPHUCYTCTBUS
CM 1npu UAMONATHYECKOM CKOJINO3€: HEBpOJIOTWYECKHE HapyuieHus [42], uHaHTUIBHBIA U
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roHoMeckui ckonmo3 [19, 17, 30], arunuunas aedopmanus (ICBOCTOPOHHSS 1yra), © HEHOPMAaJIbHBIN
CaruTTadbHON mpoduis no3BoHounuka [42, 39, 17], nepopmanuu ¢ AByMs AyraMu MUCKPHUBICHHS H
ACUMMETPHS TTIOBEPXHOCTHBIX OpIONTHBIX pediekcoB [41].

Tem He MeHee, OAHMM M3 HEJOCTATKOB BCEX HCCIEIOBAHUHU CKOJIMO3a, accouuupoBaHHoro ¢ CM,
SIBJISIETCS] HEONIPEIENIEHHAsl TMAarHOCTUYECKYIO LIEHHOCTh KIIMHUYECKUX CUMITOMOB. MIMEeHHO mosToMy
pyrunHoe npumenenne MPT ocraercs nambonee TounsiM y OonpHbIX ¢ WUC, rme ckommo3 Obul
MPEJICTaBJICH, KaK CHMIITOM B MPHUCYTCTBHH HEBPOJIOTMYECKH OECCHMIITOMHON HEMpO-aKCHabHOM
aHoManuu. He Bce u3 OOHapyKEHHbIX HEHPO-aKCUAIbHBIX AHOMAJINWH, ACCOLMUPOBAHHBIX CO
CKOJINO30M TPeOYIOT HEHPOXUPYPruuecKoro BMeIaTeNIbCTBa U KOppeKLus aedopMaluu, Kak MpaBuiio
3aBepiiaercsa ¢ ycnexom [31], HO CyIIeCTBYeT pUCK BOSHUKHOBEHHSI HEBPOJOTMUECKUX PACCTPOUCTB,
€CJIM aHOMaJIus He OblIa BBISIBIICHA B IIpeoIepaiinonHom nepuoje [37, 38, 51].

Ckonmorrueckue JaedopMalii, acCOUMUpPOBaHHbIe ¢ cuHIpomoM Jiepca-llanno (Ehlers—Danlos).
Cungpom DOnepca-Jlanno (COJl), u3BecTHBIM Takke Kak cuHapoMm YepHoryboa-Onepca-/lanio,
OTHOCHUTCSl K TPYIIIE HACIIEACTBEHHBIX ME3CHXHMAJIbHBIX IHCIUIA3HH — TE€TEPOTEHHBIX COCTOSIHHUN
COEMHUTENIbHOW TKaHU XapaKTepU3YIOIUXCS PA3IUYHON CTENEHBIO PHIXJIOCTH, CBEPXPACTKUMOCTH
KOXXKH, BCEX CBSI30K M 00O0JIOYEK, XPYINKOCTH COCYAOB, YTO KIMHHYECKU TPOSBISETCS B BHUJE
pa300ITaHHOCTH M BBIBUXOB CYCTABOB, MBIIIEYHO-CKEJIETHBIX O0JIeH, TUIIOTOHUU, KPOBOM3IUSHUI,
CTpHii, pa3pbIBOB 000JI0YEK, OPTAaHOB M COCYZIOB, I'PBDK, CKOJINO030B M Kudockommo3os [ 10,38]. Ilo
IPUYMHE JBOWHOIO THUIA HACJIEAOBAHUS CIOXKHO TOYHO OLIEHUTH OOILYyI0 3a00JIeBa€MOCTb, TEM HE
MEeHee B MUPOBOM MOMYJISUHU OHa BcTpeyaerces ¢ yactoTor 1:5000.

B 3aBucuMocTH OT KIMHHMKO-TeHeTHueckux ocobOeHHocTer COJI pacmpeneneH Ha LIECTh THUIIOB,
OTJIMYAIOIIUXCS  APYr OT Jpyra TEPEeMEHHOW  CTENEeHbI0  HECTAOMJIIBHOCTH  CYCTaBOB,
CBEPXPACTSHKUMOCTH M TPYIHOCTBIO B 3@XKHMBJICHUUM KOXHM, M JIOMKOCTBIO cocynoB . Jlus
BEpPTEOPOIIOTOB HAMOOIBIINI UHTEpeC npeacTaBiseT kudockomuotuueckuit VI tun CO/1, cBsi3aHHbIN
C JIepUIMTOM IM3WITHIPOKCHIIA3bl, MOIUHUIMpYIoLlero kosareH (epmenrta [24]. Drta pexaxas
natojiorusi Bcrpedaercss y 1 Ha 100000 >xuBopoxkA€HHBIX U HaciaeayeTcs B 25% ciydaes. [lpu aTom B
50% ciydaeB nmpoOaHa MOXKET ObITh OECCUMIITOMHBIM HOCUTENEM T'eHa, a B 25% ciy4yaeB 6051€Th, HO
He ObITh HocutreneMm. [lomMumMoO 3TOro, ObUIM BBISBIEHBI CUMITOMBI 3a00JI€BaHUS, CBSI3aHHBIE C
mytanuen [52]. Cxonmno3 npu COJ] BBIABIAIOT yXe€ NPHU POKICHUM WJIM B T€YEHHE INEPBOrO roja
xu3HuU. [IporpeccupoBanue nedopmannu Beeraa NpuBOAUT K HEOOXOUMOCTH ONIEPATUBHOTO JIEUEHHUS
[ 47,54], B OTCyTCTBHE KOTOPOIO CKOJIMO3 NIPUBOJUT K BO3SHUKHOBEHHIO JbIXATEIBHBIX PACCTPOMCTB U
Pa3BUTHIO TSDKEIBIX KHU(POCKOIMO30B. ['MIIOTOHMS MOXKET MpPOrpeccupoBaTh, MPUBOJS K HAPYIICHUIO
MOTOPHOTO Pa3BUTHUSA C TOTEpell CIIOCOOHOCTH K MEPEABMIKEHHIO BO BTOPOM M TpeThel aekanax
KHU3HU. XOTS MPOJOHKUTEIBHOCTD KU3HU MOXET ObITh HOPMaJIbHOM, HO €CTh PUCK pa3phiBa apTepHid
CpeaHero KaiumOpa W pa3BUTUS JbIXATEIbHOH HEJIOCTaTOYHOCTH, €CIU KH(POCKOINO03 MpHOoOpeTaeT
Tsbkenoe TeueHue | 47,54].

[To MHEHUIO HEKOTOPBIX HCCIENOBATENEH Yallle BCTPEUAIOTCS WCKPHUBICHUS C JBOWHBIMH JYTaMH,
OOJIBIIMHCTBO M3 KOTOPBIX PE3KO YXYAIIAETCS B Hayaje MOJPOCTKOBOTO POCTOBOTO CIypTa, UTO
3aCTaBJISIET pacCMATPUBATh BOIIPOC O XUPYPrUYECKOM BMENIATENBCTBE B cpeAHeM Bo3pacte 11 mer u 9
MECAIIEB TPU CpeaHed Benu-unHe ckoimo3a 88°-109° [ 24]. Henb3s HE OTMETUTH TOT (haKT, 4TO
CKOJINO3 TAaK)Ke€ MOXET NPHUCYTCTBOBAaTh Yy ManueHToB ¢ moObiM TumoM COJ[ , a mpu III
TUTIEPMOOUIILHOM €T0 THIIE perucTpupyroT 10 50% ckonno3oB [46, 24].

B Buay penkocTH NaTOJIOTMU MMEETCS TOJBKO OIPaHUYEHHOE KOJIMYECTBO MAJOUHCIEHHBIX TPYIII
UCCIIEIOBaHMsI, OMMCHIBAIOIINX PE3YJIbTaThl XUPYPrU4e€CKOro JIedeHUus AeopMaluu MO3BOHOYHHUKA
npu naHHoM 3aboneBanuu [ 49,20, 24,31]. [lo MHeHMIO OOJNBIIMHCTBA XUPYPrOB HCKPUBJICHHUS
MI03BOHOYHUKA B accouuanuu ¢ COJl mouTH Bcerza MposBISIOTCS B BUJE TAKEIbIX CKOTMOTHUYECKHX
neopmanuii, TPYyJHOCTH B JICUCHHH KOTOPBIX OOYCIOBJICHBI BEIMYHMHOH U PHUTHIHOCTBHIO
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nepopmanuy, HECMOTpsi Ha OONIYI0 THUIEPMOOMIBHOCTb, paHHHI BO3PACT, CIOXHOCTBIO H
pacnpoCTPaHEHHOCTBIO  XUPYPIMUYECKOTO  BMEIIATENIbCTBA, BBICOKUM PUCKOM  CarMTTaJIbHOTO
nucbanaHca, TUHEpKU(PO3a U OCIOKHEHHH, W PHUCKOM OOOCTPEHHS CHMIITOMOB OCHOBHOIO
3aboneBanus. CpemHsisi BenudynHa Koppekuuu uckpusieHuid npu COJl cocraBmsier 30%-58%, dro
MPUMEPHO COOTBETCBYET MOOWJIBHOCTH UCKpuBieHus [24], u Hepenko (40% ciydaeB)
COIIPOBOXAAJIOCH ~ PEBU3MOHHBIMM  BMEUIATEIbCTBAMM 110  TOBOJY  JEKOMIEHCAlMM WU
HECOCTOSITEIbHOCTH KOHCTPYKLHHU, C PACXOXKJIECHHEM KpaeB paH W TeMaToMaMu, TpeOyHoIMMHU
HAJIO’)KEHMsSI BTOPUYHOTO IIBA. PHUCKM BO3HMKHOBEHHUS IMOTEHLUHUAIBHO CMEPTEJIbHBIX COCYIUCTBIX
OCJIO)KHEHUH, COMPSHKEHHBIH C MAacCHBHOW KPOBOMOTEpE B Mpolecce XUPYPrUYecKOro JeueHUus
nanueHToB ¢ COJl, HaxoguTcsi Ha JOCTaTOYHO BBICOKOM YPOBHE, 4YTO B paBHOM CTENEHU
MMOATBEPIKIACTCA HE TOJBKO BepreOposoramu [49], HO u xupypramu odOmero npoduis [20]. [Ipu
OIIEpaTUBHOM JICYEHUU TPEeOYeTCs: TMIIOTEH3UBHAs AHECTE3Us, UCKIIIOUEHHUE TYIIOTO Pa3beIUHEHUs
TKaHEW, MPUMEHEHHE DJCKTPOKOATYISIIUH, OTIPaHMYEHHE 30HBI JAUCKIKTOMHUU U JUTHPOBAHHE
CErMEHTApHbIX COCYZOB IOAAJBLIE OT AOPTHl MU COCYIAUCTBIX Marucrpanei. JIOMKOCTh cocyloB B
pe3ynbTaTe TUCTPAKIIMKA MOXKET MPUBOJIUTH K MH(GAPKTY CIMHHOIO MO3Ta ¢ pa3BUTHEM HEOOpPaTHMBIX
HEBPOJIOTHYECKUX OCJIOKHEHUH, B CBSI3M C UYE€M PEKOMEHIYETCS OTIPaHMYMBATHCS KOPPEKIuen
UCKITIOYUTENIbHO Ha BEIMYMHY (YHKIIMOHAJIBLHOTO KOMIIOHEHTa AeopMaliiy, MOATBEPKICHHOTO
IpeloNepaluoOHHON peHTreHorpaguei ¢ pactspkeHueM [49].

Takum 06pa30M, B KOHIIC JIMTECPATYPHOI'O 0630pa MOKHO OTMCTUTH O AKTYaJIbHOCTHU ITOH HpO6J’I€MLI
HC TOJIBKO B TPaBMaTOJIOTHHU, HO U B MCAULIMHE B LICJIIOM.
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