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[IpokcyManpHasi SKTPOMeNNs HIDKHUX KOHEYHOCTell — OfHA U3 Hambosee pegKux M TSDKENbIX (GOPM He[OpasBUTHSA,
[Py KOTOPOJL 3aTPOHYTHI BCE CETMEHTHI HVDKHEN KOHEYHOCTM, a CTelleHb MOPAKEHVsI YMEHbIIAETCS B JUCTATBHOM
HaIpaB/IeHNN. VI3ydeHbl OTedeCTBEHHbIE U 3apyOeXXKHble IUTEePaTypHble MCTOYHMKY, B KOTOPBIX OMMCAHBI Pas/IMIHbIe
K/IMHUKO-PEHTIeHOMOINYeCKIe BapMaHTbl [IATONOTUM: OT HaIW4Msl €SVHCTBEHHON PYAVMMEHTAPHO CTOINBI, Ipuie-
Xalell K TY/IOBMILY, O HPUCYTCTBUS BCEX TPeX CETMEHTOB KOHeYHOCTH. [IpoaHa/mMsyupoBaHbl VCIIO/Nb3yeMble Tep-
MMHONIOTMYecKue 0603HaYeHNUs [AHHOTO TUIIA HEJOPA3BUTHA, [IPEAIOKEH TePMUH «IPOKCUMAIbHAS SKTPOMENNS»,
Kak Hambormee COOTBETCTBYIOLIMII KIVHUKO-PEHTTeHOMOTMIECKIM 0COOeHHOCTAM maTonoruu. [Ipu TsDKeoil crerneHn
PenyKLuM KOHEYHOCTH, KOrja GefpeHHast KOCTb OTCYTCTBYET MM Pe3KO TMIIOIUIACTIYHA, IIPOTe3UPOBaHMe TIPOBOAST
[PaKTHYeCKU BCeM MalyeHTaM. XVMpyprudeckoe JiedeHye B TAKOJ CUTYALMU BBICTYIAET IOLTOTOBUTENbHBIM 9TAIIOM
C LIeIbI0 ONTMMM3ALNY KOHCTPYKLMM OYAyInero mpotesa. B ciydae Gomee merkoil CTeleHy HeZOPas3BUTHsI OIeEPaTyB-
HOe BMEIATe/IbCTBO SB/ISIETCS OCHOBHBIM METOJOM JIeYeHNs, B TAKOM C/lydae TeXHMYeCKMe CPefCcTBa peabuiTanun
BBIIIOJIHAOT BCIIOMOTaTeNnbHYyl0 (QyHKIM0. Takum 06pasoM, HECMOTPsI Ha OTHOCHTETbHYIO PeIKOCTb HAHHOI I1aTo-
JIOTUM, ee TSDHKECTb U MeAMKO-COLMaIbHAs 3HAYMMOCTD ONpPeRe/sioT MHTepeC CIElMaMICTOB MIPOBOrO coobmecTBa
K 9TOil IpobieMe.

KnroueBble cmoBa: NMpOKCMMabHasA SKTPOMENNs; HIDKHUE KOHEYHOCTM; BPOXKAEHHAsA BapycHasd fedopMaliyis IIeiiKu
6empa; hoxoMenmist; OM3MeNNs; MEOVMIMHCKasA abMUInTalusA; YKOpodeHre KOHEYHOCTH.
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One of the rarest and most severe variants of underdevelopment is proximal ectromelia of the lower extremities, in
which all segments of the lower limb are affected and the degree of damage decreases from proximal to distal direction.
A review of the domestic and foreign literature sources that describe the various clinic-radiological variants of pathology
was carried out, from the presence of a single rudimentary foot adjacent to the trunk to the presence of all three leg
segments. The terminological designations of this type of underdevelopment were then analyzed. The term “proximal
ectromelia” is proposed as the most appropriate clinical and radiological features of the pathology. With a severe
degree of reduction of the limb, when the femur is absent or sharply hypoplastic, prosthetics is carried out in almost
all patients. In this situation, surgical treatment is used as a preparatory stage to optimize the design of the future
prosthesis. In addition, surgery is the main method of treatment in cases with a lighter degree of underdevelopment,
in which case the technical means of rehabilitation are auxiliary. Therefore, despite the relative rarity of this pathology,
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its severity and medical and social significance determine the interest of specialists of the world community in the

study of the problem.

Keywords: proximal ectromelia; lower extremities; coxa vara congenita; phocomelia; dysmelia; medical abilitation;
shortening of limb; congenital short femur; proximal femoral focal deficiency.

BBeaenune

Cpenu opronenunyeckux 3aboneBaHMIT aHOMATNU
HIJDKHUX KOHEYHOCTEN CTAaHOBATCS ONHOM M3 YaCTBIX
HIPUYMH MHBAIMTHOCTU ¥3-32 OTPAHNYEHUS WM OT-
CYTCTBMS BO3MOXKHOCTY CaMOCTOSITE/IbHOTO IIepefiBI-
JKeHuA. BcTpeyaeMOCTb pa3IM4HbIX BPOXKIEHHBIX I10-
POKOB HIDKHUX KOHEYHOCTEN, COIMPOBOXKAAOUIMNXCS
YKOpOUYeHMEM, 3HAUNTE/IbHO BapbupyerT. Ilo maHHBIM
PasHBIX aBTOPOB, 3a00/1eBa€MOCTb B IOIY/IALNN CO-
crapnger 0,29 : 1000 HOBOpOXXIeHHBIX MM 1 ciayvai
Ha 3500 HOBOopOXXzieHHBIX [1]. Bomee Bbicokme 1udpe
ormedensl B pabore M. Kuklik u I. Marzik (1999) —
1,1 : 1000 >xuteneit [2, 3]. HecmoTpst Ha To 4TO B Lie-
oM fieeKThl pasBUTUA OePEHHOI KOCTU OTHOCU-
TeJIbHO PefiKU, CPefii BCEX BPOXK[EHHBbIX aHOMalIuil
HIDKHUX KOHEYHOCTEN HeTOPasBUTHUS Ta300eIpeHHO-
ro cycraBa 1 6efpa Haubo/Iee pacpoCTpaHeHbl 1 CO-
CTaBIALT 1,2 % BcexX MATONOTUII ONMOPHO-/IBUTATENb-
Horo ammapara [4, 5].

B HacTosmee BpeMs He/lb3sA CUMUTATh MOTHOCTBIO
pelleHHBIMM BONPOCH 3TUOJOTMM U IaToreHes3a
BPOX/IEHHBIX 3a00JIeBaHUIl OMOPHO-BUTATETbHO-
ro ammapaTta, B TOM YHUC/Ie MPOKCUMMAIbHbIX HOpM
SKTPOMeE/INY HIDKHMX KOHe4HOoCTell. OHM MOTyT pas-
BUBATbCS BCIIE[CTBUE CPENOBBIX BO3MEMCTBUI, Ha-
OMI0jaTbCsl PK psifie XPOMOCOMHBIX (CHHPOMBI
ApBappca, Opbenu u ap.) u re’sHsix (cuHgpom Po-
bepTca u fp.) cuHApoMax. Tum HacnemoBaHUA M30-
NTMPOBaHHBIX (OPM HATOJIOTMM B HACTOsIIee BpeMs
U3y4eH HeflOCTaTOYHO [4, 6, 7].

OpHa M3 pacHpOCTpaHEHHBIX NPUYMH, IIPUBO-
DAIMX K pOXIEHUI0 JeTell ¢ aHOMAaIusAMMU pas3BU-
TUsI KOHEYHOCTeil, — TepaToreHHbll 9¢pdeKT psana
JIeKapCTBEHHBIX IpenaparoB. Hanbojee 13BeCTHBIM
IPUMEPOM TIOJ0OHOTO BO3JEVCTBUS SBIACTCA TaJIM-
HOMMIHAs SMOPMOIIATIIS, IPOSBMUBLIASACA POXKICHNEM
B 3amagHoll EBpomne, 1 B nepBywo odepenb B Iepma-
HuM, B 1959-1963 IT. HECKONMBKUX THICAY JETEN C IPy-
OBIMY PeyKLVsIMU BePXHMUX U HIDKHUX KOHEYHOCTEN
BCJIE[ICTBYE TIPMeMa X MaTepsiMU TIpu GepeMeHHOCTI
TaMUJOMUMA — YCIIOKaMBAIOLIEro ¥ CHOTBOPHOTO JIe-
KapCTBEHHOTO IIpelnapara, BBINYIIEHHOTo B 1957 T
¢upmoit Ipronenrans |3, 6, 8].

TepmuHoaorus

HpOKCI/IMaHbHaH 9KTpoOMENMA — OJVH U3 Hau-
6omee PEAKUX UM TAXEIbIX BapMaHTOB HEJOpa3BU-
TUA, IIpU KOTOPOM 3aTpPOHYTbl BCE€ CETMEHTBI KO-

HEYHOCTHU, a CTeNeHb IOPaKeH!sS yMeHbLIaeTCs
B JUCTaAbHOM HampasieHyn. OfHUM U3 IePBBIX JaH-
HBIJI TEPMMH B OTE€YECTBEHHOI JIUTEpPATypPE MCIIOb-
3oBan B.A. Itypm B 1960 I. mima XapaKTepUCTUKU
medekTa MPOKCMMANbHON YacTM HVDKHEN KOHEYHO-
ctu (6enpa) 6e3 MOBpeXAEHMs OVUCTAIBHOTO OTHe-
na [9]. 3a pybexxom popMynIupoBKa «IIPOKCUMAJIb-
Hasg sKkTpoMenus» Obura mpepnoxeHa L. Henkel,
H.G. Willert B 1969 1. 1 ncnonb3oBaaach mpu OmMuca-
HUM MALIMEHTOB C Hambojiee BHIPRXKEHHON PefyKIeit
CO CTOpPOHBI OefpeHHON KOCTM IPU OTHOCUTETbHOI
COXPaHHOCTM CTOIBI 1 rojneHu [10].

B oTeuyecTBeHHOI UM 3apyOexHOI NUTeparype
Jalje BCTPEYAIOTCS Jpyrue olpefeneHus, o603Ha-
Jalye JaHHyI0 naronormio. OfHMM U3 Hambornee
PacIpOCTpaHEHHBIX TEPMUHOB fBIsETCA (HOKOMe-
mus (phoke — Tionens, melos — koneynocTs). Ha-
3BaHMe JIAaHO II0 BHENTHEMY CXOJICTBY HETOPa3BUTON
KOHEYHOCTY C J1acToit TioneHs. PokoMenns xapakTe-
pU3yeTcsi OTCYTCTBUEM IIPOKCUMATIbHOTO VI IIPOK-
CUMaJIbHOTO U CpeJHEro CerMEHTOB KOHEYHOCTH
C TpunexXaHMeM OUCTATbHOTO CerMeHTa (CTOIIbI)
K Tyrosumy [11]. B 3aBucuMocTM OT Ts>KeCTM IO-
paxenns ckenera C. Frantz u R. O’Rahilly (1961)
BBIJEMVIM TPM TUMA IATOJIOTUN: NMPOKCUMATIbHYI0 —
amrasusa OGefpeHHOI KOCTY, JUCTAJIbHYI0 — aIlIasys
KOCTell TOJIEHM M TIO/IHYI — aIlvla3us BCeX JIIMH-
HBIX TPYOYaThIX KOCTENl C Ta300epeHHBIM CYCTaBOM.
Crona npu nonHoi (opme HMATONOTUU COYNTEHSIETCS
HEIOCPe[ICTBEHHO C TY/IOBUILEM, NPy Haumbosee TA-
JKEJIOM HeOPa3BUTUM IPeNCTaB/eHa eIMHCTBEHHBIM
HeJOPasBUTHIM IafblieM, JaHHYIO GopMy (okome-
TV Ha3bIBAIOT «IepoMenuei» [4].

JJocTaTOYHO pacHpoCTpaHeH TakKXe TEepMUH
«IVI3MeNNs», KOTOPBIN VICIIONb3YIOT AL OIpefie/leH s
TPyIIbl peAYKLMOHHBIX IIOPOKOB pa3BuTuA. Ilpnm
OU3MeNUU MMeeT MeCTO TMIIONIA3UsA WMIM arjIasus
TPyOYaThIX KOCTell KOHEYHOCTell, BapbyUpyIOLIas OT
HeOPasBUTUA OTHEIbHOTO CerMeHTa [0 IMpaKTude-
CKM TIOJTHOTO OTCYTCTBUA KOHeYHOCTH [9, 12].

B pamkax pusMmenuu psj aBTOPOB BBIfENs-
eT BPOX/[EHHYI0O BapycHywo pedopmanuio mieiku
OenpenHoOM KocTy (coxa vara) Kak CUMIITOMOKOM-
IJIEKC, BKTIOYAIOIMII B Ce0sl yKOpOUYeHMe KOHEeYHO-
CTU Ha BeIMYMHY OT 3 10 25 CM, Hapy>KHO-POTAIMOH-
HYI0, IPUBOJSALIYIO MIN CTUOATEIbHYI0 KOHTPAKTYPY
B Ta300€PEHHOM CyCTaBe, HEPEIKO COYETAIOUIYIOCT
C TOpakKeHUeM [JUCTaJbHbIX OTHE/I0OB KOHEYHOCTEN
[5, 13-15].

B OpTOoneAms, TPABMATOAOTMS M BOCCTAHOBUTEABHAS XMPYPIMI AETCKOrO BO3PACTA.
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B 60-x rr. XX B. 3apy0exxHBIe aBTOPHI HepefKo
BBIIE/IA/IN IBa BapMaHTA IATONIOTMYU OepeHHOI KO-
ctu: Proximal Femoral Focal Deficiency (PFFD), umn
«MECTHBIII TepMLUT IPOKCUMAIBLHOTO OT/ena befpar,
u Congenital Short Femur (CSF), nnu «BpoxXzaeH-
HOe KOpoTKoe Oerpo». [lepBblit BapuaHT HaTOMIOINN
IpefiCTaB/IeH IOpa)KeHNeM IPOKCUMAIbHOTO OT/ena
Oefpa, BepPTIY)XHOII BIIA/{VIHbI ¥ HETIOJTHOLIEHHBIM KO-
JICHHBIM CyCTaBOM, B TO BpeMs KaK BTOPOJl BapMaHT
XapaKTepu3yeTcsi BPOXKJEHHOI TUIIOIUIasueil Gexgpa
C pasHMLENl B JUIMHE HOT, HO Ta300e[peHHbIl U KO-
JIEHHBII CyCTaBbl (PYHKIMOHATBHO IIONHOLIEHHBI [16].
BpoxpmenHoe kopoTkoe Oefpo HOpManbHOE IO
CTPOEHNIO, HO YMEHbIIEHO B pa3Mepax C yMeHbllle-
HIeM IleeyHo-auadusaproro yriaa (IIAY) n nckpus-
neHueM nuacdusa u 6O/IblIEe BCETO acCOLUUPYETCs
¢ puctpoduyeckoit coxa vara [17].

Takum 06pasom, U3 aHanM3a MMPOBON TUTEpa-
TYpBl CTAaHOBMUTCS IOHATHO, YTO ONMCHIBaeMas IIa-
TOJIOTHSI EVICTBUTENHHO MPENCTaBIsieT coboit bomee
KOMIIIEKCHYI0 Ipo6/ieMy, 4eM IOpakeHue TONbKO
OefpeHHOI KOCTM, ¥ BK/IIOYaeT B cebs pefyKIuio
BCEX CEIMEHTOB KOHEYHOCTEI.

Kaaccndpmkaumnm

B MupoBoit muTeparype ImpeIo)KeHbl HECKOIbKO
knaccudukanmit, 60/bIIass 9acTh U3 KOTOPBIX OCHO-
BaHa Ha aHa/M3e KIVHUKO-PEHTTeHOIOTMYeCKON Kap-
TUHBI pefyKUuu Oef[peHHON KOCTU M Tasa M OT/IU-
yaeTcsA APYr OT Jpyra KOAM4YeCTBOM BapUaHTOB
HeZIOpa3BUTHUA ¥ AeTanu3alyeil X ONVCaHMUA.

B oTedecTBeHHOII IUTEpaType Mbl OOHAPYXWUIN
muib aBe Knaccudukanyuu. Tak, E.II. MexenuHa
pasfenuua Bce BapMaHTBl AHOMA/IMY Ha JBe TPYIIIBL:
B IEPBYIO I'PYNIy OBUIM BK/IOYEHBI IOPOKU C TO-
Ta/IbHBIM JIe()eKTOM, BO BTOPYI0O — C YaCTUYHBIM Jie-
¢dexToM Oespa, mIpM 9TOM BO BTOPOI Irpymie O6bUN
BBIJIeJIeHBl YeThIpe MOATPYIIIEI II0 YPOBHIO ITOpaXke-
Hus GegpenHoit koctu [4]. Ha ocHoBaHuu aHanmsa
MHorojnetHero onbita paborsr A.IL. IlosneeB n fp.
paspaborany KaaccupuKaluo BPOXKAEHHON Bapyc-
HOVl flebopManuy IIeiky OefpeHHO KOCTM U BBI-
HeMNIN TPU CTEIeHM IOPaKeHNUA B 3aBMCUMOCTHU
ot BemuuuHbl HIJTY, cocToAHMA CTPYKTYpBl KOCTHOM
TKaHV U BeIMYVHBI yKOpodeHms [15].

B 3apy6exxHoil muTeparype NpeAcTaBIeHO OOIb-
ee KOMMYECTBO KIaccUMUKALMil, OFHA U3 IEePBBIX
6pU1a omy6mkoBana Mauche u Jbos (1928) n moctpo-
€Ha Ha OCHOBAHMM aHATOMUYECKUX U 3BOMTIOTUBHBIX
IPU3HAKOB. ABTOPBI BBIIEININ CIEAYIOLIVEe TPYIIIIbL:
nepBas — 0epo YMEHbBIIEHO BO BCeX pasMepax, 04-
TV BCeTZla OTMEYAeTCs coXd vara; BTOpas — IPUCYT-
CTBYIOT HefjopasBuThle guadus u oba snudusa, cy-
I[eCTBYIOLIVE Pa3fie/IbHO; TPETbs — OTCYTCTBYET WM

HeZOpa3BUT JVICTA/TbHBIN 91ndus; yeTBeprast — OT-
CYTCTBYeT BepXHMil anmdus; matasi — OTCYTCTBYIOT
IPOKCYMAJIbHBIA ¥ AUCTAJIBHBINA OT/ENbl OefpeHHOIl
KOCTM, Auadu3 pyAUMEHTApHBIl; mectas — Oefpo
HO/THOCTBIO OTCYTCTByeT [8, 18].

B xnmaccudmkanumsax Reiner (1946) u Steindler
(1950), ¢ HamIelt TOYKM 3pEHN:, HET YeTKOTO pasrpa-
HUYEHMs TOKaIM3aLMil ¥ TUIIOB IOPOKOB PasBUTHS
KOHEYHOCTH, B CBA3Y C YeM JlaHHble K1accupyKanmum
TPYAHBI JyI IPYMEHEHNS B IIOBCEJHEBHOI IPAKTUKe.
B uvactHocTtu, Reiner (1946) BbimensieT 4eThipe TUIIA
HeJOpa3BUTNA, PN 9TOM JIeTAJTbHO He pacCMaTpu-
BaeT CTelleHb HeOpasBUTUA Oefjpa X COOTHOLIEHNE
nopakeHus: 6eapa M AUCTAIBHBIX OT/E/IOB KOHEYHO-
ctu [19].

Knaccudmxanmsa Aikken BktowaeT 4yeThbipe Kiac-
ca maronorun (A, B, C, D) 1 no3BojsieT feTannsu-
pOBaTh peayKLMIO OefpeHHOJ KOCTU Ha OCHOBaHUM
Ha/IM4MA VIM OTCYTCTBMSA BEPTIY>KHOI BIIAQJVHBI
u ronoBku 6expennoit koctu [20] (puc. 1).

Amstutz (1962) MomepHU3MPOBAN BBIIIEUSTIO-
JKEHHYI0 K/IaccuuKaunio, pasienns Kracc A Ha aBa
TUIIA: B IEPBBI TUII OB BK/TIOUEHBI JIeTKye GpOpMBbI
yKopoueHus Oefpa ¢ HaauM4MeM coXd vard; BTOPOIL
TUI XapaKTepU30BajICd HaIM4YMeM IOJBEPTETbHOTO
JIOKHOTO cycTaBa [21, 22].

B my6mukamym J.A. Fixsen n G.C. Lloyd-Roberts
Ha npumMepe 25 nanueHToB (30 KOHEYHOCTel) IpefIo-
>KeHa IIPOTHOCTMYECKasi PEeHTI€HOIOTNYeCcKas MOJeNb
PasBUTKS TOPOYHOTO Oefpa y HeTeil IepBOro roja
JKVI3HU U BBIIEJICHO TPU THUIIA HefopasBuTus [23].

Eme opHa xmaccudpukanus paspaborana L. Hen-
kel u H.G. Willert (1969). ABTOpBI ommcanu Teparo-
JIOTUYECKNUIT pAJ, BU3MENNI, B KOTOPBIN BKIIOYNIN
NATb TUIOB: AMCTATbHYIO, aKCUANTBHYIO U HPOKCU-
MaJIbHYI0 (OPMBI 3KTpOMeNny, POKOMEINIO M aMe-
0. Kakziplil 13 IepBBIX TpeX TUIIOB, B CBOIO OYe-
penb, ObII pasfeneH Ha KOPOTKUIL, IPOMEXYTOYHBII
U AavHHEBI noptunel. [Tpy pucranpHOl dopme Ha-

AR
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Puc. 1. Knaccndukanms G.T. Aitken (1959)
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Puc. 3. Knaccuduxanusa A.M. Pappas (1983)

OnrofaeTcss mopaXkeHye CTONbI M 60/bIIe6epIioBoit
KOCTM, TIPM aKCUAJIbHOM — [06aB/IAeTCsA MOpaXKeH1e
OefpeHHOI KOCTM, HO OCTAaeTCA HEeTPOHYTON Maso-
OepuioBasi KOCTb; IPOKCHMManbHas Gopma XapakTe-
pU3yeTcsi pa3HON CTENEeHbIO0 IOPAKeHMsI TONMBKO 6Oefi-
penHoi koctu [10].

C. Hamanishi (1980) mpemnoxun xnaccuguka-
M0 13 IIATY TPYIII, KaXJasg U3 KOTOPIX OblIa pas-
llefleHa Ha JBe IOATPYIIBL: OT TMIOIUIasuyu Oeppa
C HEeM3MEHEHHbIM [ua(gu30M IO MOTHOCTBIO OTCYT-
CTBYIOII[ETO WM PYAMMEHTapHOro 6eapa ¢ 3amepx-
Koit occudbukanun [16] (puc. 2).

B 1983 r. A.M. Pappas npepmnoxun knaccupuka-
LVI0 aHOMa/uil pa3BuTUs Gefpa, COCTOALIYIO U3 Jie-
BATY K/IACCOB ITOPOKOB PasBUTUA — OT aIlIa3UU Cer-
MeHTa [J0 He3HaYMTETbHOTO YKOpodeHus Oexpa 6e3
medopmannit: kmacc P I — cooTBeTCTBYeT MOMHOIM
amrasuy Gefpa WM IpY HAINYUY JIVIID MBIIETKOB,
a P IX — ykopoueHuio cermMeHToB 6e3 medopma-
unmit [24] (puc. 3).

B pa6ore L.P. Torode, R. Gillespie (1991) mpep-
CTaBJIeHO HOAPOOHOe OmMCaHMe KIMHMYECKUX
Y PEHTTeHOJIOTMYECKUX XapaKTepPUCTUK HeJOopa3BuU-
TS IPOKCUMAJIBHOTO OTHena Oefipa C Je/leHMeM Ha
iBe TPYIIIBI B 3aBMICMMOCTU OT CTEIIeHU YKOpoOue-
HIsI Gefipa ¥ KOHEYHOCTY B II€JIOM: B NEPBYIO IPYII-
1y (BpoxJeHHOe KopoTKoe 6empo, congenital short
femur — CSF) BK/IIOYeHbI MAIMEHTH C AepUIUTOM
HIDKHeT koHeyHocTn 20-30 %, Bo BTOpyI0 (medumut

IIPOKCMMAaJIbHOTO OTZeNMa OefpeHHoI KOCTH, proximal
femoral focal deficiency — PFFD) — ¢ peduunrom
HIDKHE KoHeyHocTH 35-50 % [25].

OpHa u3 mocmegHuX KraccubuKauuii, mpeio-
xenHas D. Paley (1998), BkIro4aeT 4eTblpe THUIIA IIO-
pPaKeHMsI M OCHOBaHA Ha K/IMHUKO-PEHTTEHOIOTHYe-
CKOJI KapTHHE:

1-it Tun — OefpeHHast KOCTb MHTAKTHA, IPUCYT-
CTBYeT IIO/IHBINI 00beM JBIDKEHWIT B Ta300eIpeHHOM
¥ KOJIEHHOM CYCTaBax C HOPMaJbHOI occudmKaimeit
MPOKCUMAJIbHOI YacTu Oefpa (a) uim c ee 3afiepXK-
koit (b);

2-71 TUII — TOABVDKHBIN IICEBJOAPTPO3 B IIPOK-
CHMa/IbHOM OT/ieie Oefpa ¢ IOMHBIM O0OBEMOM [IBM-
KEHMIT B KOJICHHOM CYCTaBe, IPM 3TOM TOJIOBKa
OeflpeHHOM KOCTM HAaXOAUTCS B IIpefesiax BepTIyX-
HOJI BIAJMHBI (4) VI TONOBKa OefpeHHOI KOCTH
OTCYTCTBYeT MM HEIO[BIKHA B BEPTIY>KHOII BIIa-
puae (b);

3-11 tnn — HegopasBurue nuadusa 6Oexpa
C YMeHblIIIeH/eM aMIUIMTYABl ABVOKEHNII B KOTICHHOM
cyctaBe 6onbie 45° (a) wm Menblre 45° (b);

4-i1 Tun — peduLUT AUCTANTBHOTO OTHena Oexpa
IpY COXPaHMBIIECS MPOKCUMAIbHON YacTu, He OT-
HOCUTCS K IPYIIIe paccMaTpuBaeMoil naronoruu [26]
(puc. 4).

CocTosiHME 3INMEKTPUIECKON aKTUBHOCTM MBIIIL]
U KpOBOOOpaleHMsI NPK BPOXKAEHHBIX IMOPOKaAX
HIDKHUX KOHEYHOCTEN, a TeM 0ojiee MpU HPOKCU-
MaJIbHBIX 9KTPOMENNX, B IUTEPATYPe OCBEIeHO He-
JOCTAaTOYHO IOTHO. Psjy aBTOPOB OTMeYaeT CHIDKeHNe
97IEKTPUIECKOI aKTMBHOCTY MBIIIL] Ha YKOPOUYEHHOII
KOHEYHOCTHU 110 CPABHEHUIO C KOHTpPAaIaTeparbHbIM
cermeHTOM (27, 28]. CreneHb CHYDKEHMS aMIUIUTYABI
COKpAIL[eH!IT MBIIIL Oefpa Mpy OTCYTCTBUY T'OJIOBKYI
U menky gocturaeT nHorma 60-70 % CUIIBI MBIIIILL CO-
XPaHHOIT KOHeYHOCTH [27].

VI3MeHeHHOII NPV BPOXKIEHHBIX HeJOPa3BUTHAX
Oempa okaspiBaeTcs U nepudepudeckas coCyayucTas
cetb. [laHHble peoBazorpaduy ¥ aHruorpapum CBU-
[eTeNbCTBYIOT KaK O CHIDKeHMEe 0OBeMHOr0 KpOBO-
TOKQ, TaK U O HEJOPA3BUTUM U ATUIUIHOM PacIIo-
JIOKEHUU COCY[IOB Ha CTOPOHE IATONOTMM: JUaMeTp
MarucTpajabHbIX CTBOJIOB HAa MX MPOTSDKEHUU Pa3yiy-
YeH, VIMEIOTCsI 049aroBble paclIMpeHns U CY>KeHMsI CO-
CYJOB, KOIMYeCTBO (PYHKUMOHMPYIOIIMX KaIW/UIAPOB
yMeHbLIIeHO U ux ¢opMa HapyuleHa [3, 28, 29].

OCHOBHBIMU METOJAMMU MENULIMHCKOM abumn-
TAalMM TALMEHTOB C MPOKCUMAaNbHBIMU (PopMaMm
9KTPOMENNN HIDKHUX KOHEYHOCTEl B 3aBUCUMOCTU
OT CTeleHM BBIPAKEHHOCTU IOPOKA SIBISIOTCS XMU-
pyprudeckoe yedeHue ¥ IpoTe3rpoBaHue. Tak, mpu
OTHOCUTE/IPHO COXPAHHOJ KOHEYHOCTMU OIlepaTUBHOE
JiedeHlie CUMTAETCS OCHOBHBIM UM JOCTAaTOYHBIM Me-
TOZIOM, a MPOTE3HO-OPTONEeNUIECKOe CHaOKeHMe WC-
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Type 1: Intact femur
with mobile hip and knee

a b
Normal

ossification subtrochanteric type

Type 3: Diaphyseal deficiency of femur

Delayed ossification Delayed ossification
neck type

Type 2: Mobile pseudarthrosis
with mobile knee

a
Femoral head
mobile in acetabulun

Femoral head absent
or stiff in acetabulum

Type 4: Distal deficiency of femur

Cartilage
: Bone
a b b
Knee motion Knee motion Complete absence
>45° <45° of femur

Puc. 4. Knaccudukanus D. Paley (1998). Cm. o6bsicHeHNe B TeKCTe

II0/Ib3YeTCsI B Ka4eCTBe BCIIOMOTATe/IbHOIO METOAA Ha
TOM Wi MHOM 3Tane. C [pyroit CTOPOHBI, IPY TsDKe-
JIBIX BapMaHTaX HEZOPa3BUTHUS KOHEYHOCTENl OCHOB-
HBIM METONOM SBIIAETCA CIIOXKHOE WJIM aTUIIMIHOE
IPOTe3NPOBaHNME, TOTTA KaK XMPYpPrudecKue BMella-
TeNbCTBA HAIIPAB/IEHbl HA MOATOTOBKY K HEMY WIN
ero ontummsanuio [3, 30, 31].

AeyeHue

[lepBas Ie/b XMPYPIUYECKOTO JIeYEHNA 3aKIIO-
9aeTCsi B BOCCTAHOBJICHNY JIOKOMOTOPHOM (QYHKIMMK
KOHEYHOCTY IyTeM YCTPaHEHMSA OCHOBHBIX IIPOSIB-
JIeHUII HeJOpasBUTUSA — YKOpOdeHUs, fedopMariuii
u KOHTpakTyp [30]. OmepaTuBHOE BMeIIATETbCTBO,
HallpaB/JIeHHOe Ha YCTPaHEHMe HepaBEeHCTBA M JyIN-
HBI, TIepBBIM IpeIoxu Rizzoli B 1845 T, a B 1925 1.
Deutschlander ¢ 3Toit >ke Lenp0 CTaa MPOU3BOJUTH
OJIHOBpPEMEHHOe YKOpOueHue OepeHHOI KOCTU 3J0-
pOBOJI KOHEYHOCTU U YAAMHEHME KOPOTKOM C MC-
II0/Ib30BaHMEM pe3elIPOBAHHOrO y4acTka bempa [3].
OTtedecTBeHHbIE ABTOPBI IIpef/IaTajay BbIIOTHATD
JNaHHYIO OIlepal[Mi0 BO BCEX CIy4asX BPOXIEHHOTO
YKOpOUYeHMsI KOHEYHOCTell, eC/lu pasHula B JINHE
npesbimaeT 10-12 cM. Xupyprudeckoe nedeHue mpo-
U3BOAMIM C IOMOIIBIO ayTO- VM A/UIOTPAHCIIAH-
TaTa M BBIIONHSMM B fABa srtama [3]. Pag aBTopos
UCIIONIb30BaJl OIepaly, CTUMYIUpPYIOLIMe POCT KO-
HEYHOCTY 3a CYeT aKTMBAUMM (PYHKIUU POCTKOBBIX
30H. MeTob! CTUMY/IALVY POCTa KOHEYHOCTY ITyTeM
BBefleHN BOU3M POCTKOBBIX 30H KOCTHBIX HITH(-
TOB paspabarbiBaymu un usydamm T.C. 3anernmn (1930),
B.MM. Mocksun (1951), 3.M. IlneiinepoB (1965)

u ap. [30]. BolurenepeuncieHHble CIIOCOOBI XUPYPIU-
94eCKOro JIeYeHVsI Ha JJaHHBII MOMEHT MMEIOT 0OJIb-
IIe MCTOPUYECKYI0 LIEHHOCTDb, TaK KaK C IOSB/IeHNEM
MeTofa VnmsapoBa yTpaTuau CBOIO aKTyaTbHOCTD,
a MeTOJl KOMIIPECCHMOHHO-IMCTPAKIIMOHHOTO OCTeO-
CMHTe3a 3aHAT MUAUPYIOIYI0 Mo3nIuio [32].

B 1951 r. ['A. VMinusapoB mpegyIoXun KOHCTPYK-
U0 KOMIIPECCUOHHO-AMCTPAKIMOHHOTO almapara.
Crporoe cobmofieHre 6M0/OrMYeCKIX 3aKOHOB pe-
reHepanuy KOCTHOJ TKaHMU II03BOINIO HOCTUTHYTb
BIIEYAT/IAIOIINX Pe3ylIbTaTOB XMPYPIUIECKOro jieve-
HUA IPY BPOX/EHHBIX U IPUOOPETEeHHBIX YKOPO-
YEeHMAX HIVDKHUX KOHEYHOCTeNl 1M ObICTPO BHEPUTDH
ammapar B npaktuky [1, 33, 34]. Merop [LA. Vnnsa-
poBa Ipy pegyKLuy GeIpeHHON KOCTY MOXeT ObITh
UCIIONIb30BAaH M KaK CaMOCTOATENbHBIN METOJ, OIle-
PaTMBHOTO BMENIATe/NTbCTBA IIPY JIETKOI CTENeHM pe-
OYKIVM, ¥ KaK 9acTb KOMIIJIEKCHOTO MHOTO3TAITHOTO
XUPYPIMYECKOTO JeYeHns Ipu 6oree TSAKENION IaTo-
norum [32, 35, 36].

D. Paley mpemmoxxun aaroputM STAITHOTO XU-
PYPIrMYecKoro yiedeHNsA Ha OCHOBE CBOeil Kmaccudu-
Kanuyu. ABTOp cuuTaeT Hambojee IjeecO0OpasHbIM
npuberaTb K peKOHCTPYKTUBHON XVPYPIUu NpH I1ep-
BBIX IBYX THUIIAX IopakeHudA. JledeHue BK/IIOYaeT
KOPPUTMPYIOIIYI0 OCTEOTOMUIO C L[e/IbI0 YCTpaHEeHUs
BapycHOI fepopManuy ek 6efpa, 0CTEOTOMMIO
Tasa [yid KOPPeKIUN aneTabylIApHOTO yITa U yBe-
JIMYeHMS CTeIIeHU IOKPBITUA KpBIIIEN BEepTIy>KHOI
BIIAJVHBI T'OMOBKYM OeIpPEHHON KOCTY, Y[/IMHEHNE
CerMeHTa C NCIIO/Nb30BaHNEM KOMIIPeCCHOHHO-VIC-
TPAKLMOHHOTO ammapara, snudesnopes OFHOIO WIN
HeCKOJIbKVX 3I1(U30B 3J0pOBOI KOHTpP/IaTepaabHON
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KOHEYHOCTH, YCTpaHeH)e MOABbIBMXA HAaIKOIEHHMKA
unn 6onble6eproBoit KocTu [36].

Jlpyras Liefb XMpyprudeckoro jedeHus: OObHBIX
C TpyOBIM Hemopas3BuTyeM Oefipa ¥ KOHEYHOCTH B Iie-
JIOM COCTOUT B IIOATOTOBKE K IIPOTE€3MPOBAHMUIO 33
CYeT ycTpaHeHMs Haubojiee BbIPaKEHHBIX fiepopMa-
Ui ¥ HeCTaOWIBHOCTY CYCTaBOB, MI3MEHEHMsI BHeII-
Hero BMJa ¥ (PyHKINMM KOHEYHOCTH UL ONTUMM3ALN
CXeMbI NIpOTe3a, YAY4LIeHNsI OIOPHOCTU U CTepeoTu-
na xoxp6s1 [30]. ITo MHeHUIO psifa aBTOPOB, METOLOM
BbIOOpA NpM NMPOKCUMAJIbHBIX 9KTpoMenusax P1 u P2
(mo Pappas), To ecTb IpM HaMW4YUM PYAVMEHTapHbBIX
MBIIIENIKOB Oefpa, siBnsgeTcs popMupoBaHue mieode-
MOpPa/IbHOTO CMHOCTO3a C LIe/IbI0 CTabMIM3anuyu Ko-
HEYHOCTH B 30HE ee COWIEHEHN: C Ty/noBuieM [3, 35].
PeKOHCTpYyKLMIO IPOKCHMMAIBHOTO OT/Aena Oefpa mpu
Me>XBepTebHOM IICeBJ0ApTPO3e MM IICeBJ0ApPTPO3e
weiiky 6efipa IPOU3BONAT IIPY AHOMAJIVAX Pa3BUTHUA
knaccoB P3 n P4 (mo Pappas), ee menp 3akmoyaet-
Csl B COEVIHEHMM Pa30OIeHHbIX KOCTHO-XPSIEBBIX
¢parmenTos, yBenmnuenuu 1Y u oTHOCUTeNbHOI
IMVHBL KoHeyHOCcTH [3, 35, 37]. OTCcyTCTBME TO/IOB-
Ku Oefipa, a TakXKe Pe3KO BBIPAKEHHas IPUBOJAIIASL
KOHTPAaKTypa B Ta300e[[peHHOM CycTaBe y HeTeil
crapue 12 jeT M MOAPOCTKOB CIIy>KaT OCHOBaHMEM
I1d PEKOHCTPYKTMBHOI OIlepalyy Ha IPOKCUMalb-
HOM OTZiernie 6efipeHHOI KOCTY ¢ GOpMUpPOBAHUEM JIO-
MIOJTHUTENTBHOI TOYKM OMOpPHI Oefmpa B Ta3 [15].

B Tex cmyyasx Korga BbIpaBHMBaHINE IIVHBI IIOpa-
JKEHHOI1 U 3[J0pPOBOJ KOHEYHOCTEN IPU BPOXKAECHHOM
OTCYTCTBUM OEIPEHHOI KOCTHU WM BBIPAKEHHOM ee
OTCTaBaHUM B POCTe HEBO3MOXXHO, HEKOTOpbIE aBTO-
PbI CUMTAIOT 1Ie7IeCOOOPA3HBIM BBIIONHATD AMITyTa-
V0 HA TOM WU MHOM ypoBHe [38]. B wacTHOCTH,
OJHMM M3 M3BECTHBIX METOJOB, HallpaB/Ie€HHBIX Ha
¢dbopMupoBaHue ONOPOCIOCOOHON KY/IbTU TOJIEHM,
AByAeTca onepanyuA CaliMa, IpejIo)KeHHad B 1842 T.

Puc. 5. Cxema onepauum Van Nes u pesynbraT IpoTesu-
poBanus (Frank Henry Netter)

1 obecreynBawas B MOCTEAYIOIIEM BO3MOXKHOCTD
cHab)KeHUs TallMeHTa MpoTe30M ronenu [39, 40].

J. Borggreve B 1930 r. m 3a vum C. Van Nes
B 1950 r. mpemIoXMIM HPUMEHATb POTALMOHHYIO
IJIACTUKY C LeNTbI0 YIy4IIeHMs (QYHKIUM KOHed-
HOCTM M TOBBILIEHMs (QYHKIMOHA/TbHOCTY IOCIIe-
AYIOLIEero MpoTe3supoBaHus. VI3HauaapHO omeparus
IpegHa3Havyaaach IS JIeYeHUs JeTeil ¢ BPOXK[eH-
HbpIMU fledpekTamMy Oefipa, OHAKO IIO3JHee ee CTan
BBITIO/THATD U TIPU TIpuoOpeTeHHBIX HedekTax Oempa
U KOJICHHOTO CycTaBa. B xope omepanum pesenupy-
I0T KOJIEHHDBII CYyCTaB, 4acTu OefjpeHHOIT 1 OepIioBbIX
KOCTeil C COXpaHeHMeM 3aJHero 6osble6epioBoOro
COCYAMCTO-HEPBHOTO IIy4YKa; OCTEOCUHTe3 OefpeH-
HOV U 6071blIe6epIIoBOIl KOCTEN OCYIIeCTB/ISIOT II0-
Clle poTauuu rojeHu u cromsl Ha 180°. B pesynbrare
BMeIIATeTbCTBA YPOBEHb TOJICHOCTOITHOTO CYyCTaBa
MOPaXKEHHOI KOHEYHOCTU CMEUJAIT MPOKCUMAaTbHO
IO YPOBHA KOJNIEHHOTO CyCTaBa KOHTPJIaTepasbHOI
KOHEYHOCTH, TOIJa KaK pPOTMPOBAaHHAs K3afy CTO-
Ia MMUTUPYET KOPOTKYIO KYIbTIO TonmeHm [41, 42].
J. Kostuik et al. mpoaHanusmpoBanum pesynbTaThl
20 omepauuii M PEeKOMEHIOBANM MX BBINONHEHNE
y MAIVeHTOB cTapuie 12 jieT B CBA3M C BBICOKOII Be-
POSITHOCTHIO TIOBTOPHOTO OIMEPATMBHOTO BMeIIaTeNb-
ctBa [43] (puc. 5).

Cno>xHple MM aTUIMYHbIE IPOTE3HO-OPTONERN-
YeCKMX M3JeNMNs UCIONb3YIOT /I MeIMUIVIHCKON abu-
JUTALUYU TIALVEHTOB C IPOKCUMATbHBIMU (opMamMm
9KTPOMENNY HIDKHMX KOHEeYHOCTell. Bribop m3pennus
OIIpefieNisIeTCsI CTENEHbI0 YKOPOUYeHMUsA KOHEYHOCTH
U BBIP@YKEHHOCTBI0 aHATOMUYECKUX M3MEHeHMIt: TIpu-
MEHAKT OPTOIEANYEeCKyI0 00YBb, OPTEe3bl U IPOTE3bI
pasnnm4HO KOHCTpyKuuu [31, 44, 45].

Tak, Ipy He3HAUUTETbHBIX CTENEHAX PefyKLNUu
IpU YKOPOYEHMM KOHEYHOCTU 70 5 CM PEeKOMEHJy-
0T JICIIO/Ib30BATh OPTOIENMYECKYI0 00YBb MM OPTE3
(TyTop) ¢ KoMmmeHcanueil ykopodeHus. Opronenyye-
cKasg 00yBb MOXKeT BKJIIOYaTh KOPPUTHPYIOLINE 3ie-
MEHTBl — CYNMHATOP, IPOHATOP, >KeCTKIe Oepiibl,
BBIHOC KabJyKa M IIOJOLIBBLI, BCIEACTBME Yero J0-
CTUTAeTCs YaCTUYHAs WM HONTHAas KOPPEKIVs IMOJIO-
JKEHUs1 CTOMBI U uKcanuy 061acTi rOIEHOCTOITHOTO
cycrasa [31]. HegoctaTkamu opronenndeckoi o6ysu,
II0 MHEHUIO HEKOTOPBIX aBTOPOB, SBJISIOTCS HEBO3-
MOXXHOCTD €€ JCIIO/Ib30BaHMs PV BBIPAKEHHBIX YKO-
POYEHNAX KOHEYHOCT! U B psifie C/Iy4aeB BC/IEHCTBUE
CHIDKEHUS YCTOMYMBOCTY IallieHTa Ipu Xonbbe [31].
B cBA3U ¢ 3TUM Ipu BenMuMHe yKOpodeHus 6osee
5 CM ¥ OTHOCUTEJIBHOM COXPaHHOCTU BCEX CEIrMEH-
TOB KOHEYHOCTV BO3MOXKHO HasHadeHye OpPTe30B Ha
TOJIEHOCTOIIHBIN CYCTaB WIM BCIO KOHEYHOCTb C KOC-
KoM [44].

Kak nokasan aHanmus nmureparypsl, HOAXOH K IIPO-
TE3HO-OPTOIIENYEeCKOMY CHA0XeHVIO NPYHLINIINAIID-
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HO MeHsieTcs mpu 6oree TsDKeNMbIX Gopmax Hemopas-
BUTUA KOHEYHOCTU — C YKOpoueHueM 8 cM 1 6ornee
(45, 46]. B Takmx cny4asx HasHa4aloT Oojee CIOX-
Hble U3JeNnus — IPOoTe3bl Oefpa C JBOVIHBIM CIIEfIOM,
MHaue HasblBaeMble IIpOTe3aMM Ha BPOXK[eHHOe He-
mopasputue KoHeyHocTy [37]. KoHcTpykTuBHas oco-
0€HHOCTb JAHHOTO M3[eNMNsl COCTOUT B HaNIMU VIC-
KYCCTBEHHOJ CTOIIbI, PACIIO/IOKEHHOM JMUCTAIbHO II0
OTHOUIEHMIO K TMab3e roneHn. CxeMbl MOCTPOEHMUS
IpoTe3a pasNMYaTCs B 3aBUCHMOCTH OT COCTOS-
TEJIbHOCTY KOJIEHHOTO CYCTaBa ¥ CTEIeHV PeRyKLMU
CEIrMEHTOB KOHEYHOCTH. Tak, IIpy OTHOCUTENHHOM CO-
XPaHHOCT) CETMEHTOB KOHEYHOCTY HEKOTOpbIe aBTO-
PBI UCIIONIBb30BA/IM MeTa/INYecKye LIVHBI, COeAVHS-
Iolye TUIb3bl Oefipa M roeHn u obecrednBaromiye
MOOMIBHOCTD M GOKOBYIO CTaOMIBHOCTD KOJIEHHOTO
CycTaBa, TOTfa KakK Ipu rpybbix ¢popmax pefyKumuu
BCS YKOpPOUYEHHas KOHEYHOCThb IOrpy’>kajnach B efu-
HYI0 IpueMHYI0 runb3y [38]. IIpu HecocTosTeIBHOCTI
Ta300eIpeHHOro CycTaBa VM €r0 OTCYTCTBUU KOH-
CTPyKLMA IIpoTe3a BKIOYana GOpMUPOBaHME YHOpa
Ha CeaIMIIHBIN Oyrop AiA pasrpy3ky NMPOKCUMAb-
HOTO OTZie/Ia IPOTe3NpyeMoil KoHedyHoCTH [31].

[Tpn BbmonHeHny ammyTanuu mno CaiiMy ¢ ofHO-
BPEMEHHBIM apTPOZe3MPOBAHNEM KOIEHHOTO CyCTaBa
HepCIeKTUBDI yay4lleHns QYHKIMU XOAbObI B IPO-
Te3e Oefpa BO3PACTAIOT B CBA3Y C YIPOLIEHUEM €ro
CXeMbl: OnTUMM3anuss GOpPMbl MPUEMHOI TUIB3BI,
UCKJTIOYeHVe M3 KOHCTPYKIMM «IBOMHOTO CiIefja», Ha-
nM4re KOJIEHHOTO IIApHMPA, COOCHOTO KOJIEHHOMY
CyCTaBy 3[,0pOBOJI KOHe4HOCTH [25, 47, 48].

BmecTe ¢ TeM HamOOmbIIYI0 QYHKIMOHATBHOCTD
npy xobbe obecrnednBaT IPOTE3bl TONEHN, CHAO-
JKeHMe IallYieHTa KOTOPLIMM BO3MOXKHO IIOCIIE CIIOXK-
HOJI XMPYPIUM4YeCKON IOATOTOBKM — POTALMOHHON
wractuky mo Van Nes [42]. B takmx cry4asx npuH-
LUINAIbHBIM OTINYMEM ABJAeTcA (popMupoBaHue
COOCTBEHHOTO «KOJICHHOTO CYCTaBa», PacCIIONIOXEeH-
HOTO Ha YpOBHe KOJIEHHOTO CyCTaBa 3JOPOBOI KO-
HEYHOCTH, M, TeM CaMbIM, IIOSIBJICHUE JIOTIOTHUTE/Ib-
HBIX CTeIleHell NMOABM>KHOCTY KOHEYHOCTH. Takum
00pasoM, poTMpOBaHHAs K3ajM CTOIA pasMellaeTcs
B IIPMEMHOJI I'M/Ib3e TOJIEHN Y IMUTUPYET KOPOTKYIO
KY/JIbTIO TOJIEHN, MaH)XeTa Ha Oempo obecmednuBa-
eT cTabWIbHYI0 (PUKCaluio IpoTe3a Ha KOHEYHOCTH
[25, 49, 50].

B.E. Alman et al. nmpoananusupoBanu pesyibra-
ThI KJIMHWNYECKOJ KapTUHBI I PEHTI€HOTOIMYeCKO-
ro MccaefoBaHuA 16 MalueHTOB € NPOKCUMAaTbHOM
¢$bopMOIT SKTPOMENNM HVKHUX KOHEYHOCTeW, IpU
3TOM U3 MCC/IeOBAHMA ObUIM MCK/IIOYEHBI MaljVeH-
TBI C IByCTOPOHHMM HOpaKeHMEeM WM MHO>KeCTBEH-
HBIMII aHOMA/NMAMIY, a TAaKXKe Te, KOMY B IIepCIIeK-
THBE BO3MOXXHO OBLIO NpOBeCcTM yAIMHeHMe Oefpa
C Le/IbI0 BBIPABHMBAHMA [IMHbBI KOHEYHOCTEN. [leBs-

TY TaljyieHTaM Obl/la BBINIOJIHEHA POTAIMOHHAS IIIa-
CTMKA ¥ CeMMU HalMeHTaM — COYeTaHMe aMIyTaluu
o CaliMy ¢ apTpOfie30M KOTEHHOTO CyCTaBa. ABTOPBI
OTMEYAI0T, YTO CYLIeCTBEHHOJ pasHMIbI BO BHEIIHEM
BUJIe KOHEUYHOCTY BBIABJICHO He OBIIO, OJHAKO CTe-
PeoTHIl XOAbObI P IMPOTE3MPOBAHUY IOC/IE POTaA-
IIVIOHHOV TUIacTuKM ObUn nmyvie [32]. Ipyras rpyn-
na uccnegosareneil B 1991 r. npemnoxxuna aaroputm
OIlepaTMBHOTO BMELIATE/IbCTBA B 3aBUCHMOCTY OT
TUIA HeTOPa3BUTHsI KOHEUYHOCTH: IPYU «BPOKIAEHHOM
KOPOTKOM Oefipe» aBTOPBI PeKOMEH/[[OBAI BBIIIOJI-
HeHue amnyranyuy o CaiiMy B TeX CIydasx, KOTZa
HaO/ofamich feuuT ManobeprioBoit u/um 60mb-
me6epIoBOil KOCTeN ¥ HeCTaOMIbHOCTb CTOIbI; P
HeduiuTe «IPOKCUMATBHOTO OTHeNA OepeHHON KO-
CTV» IIOCTEJHUM STAllOM MHOTO3TAIIHOTO XMPYpIHU-
4eCKOTro BMeIIaTe/IbCTBA BCerfa ObUIa POTALMOHHAS
IIacTuka win ammyranus mo CaiiMy, Takxe B 3aBU-
CHMOCTY OT COXPAHHOCTMU TOJICHOCTOIIHOTO CYyCTaBa
U ero QYHKIMOHA/JIbHOCTU. ABTOPBI CTaThbM OTMETH-
M QYHKIMOHATbHOE IPEMMYIIeCTBO POTALMOHHON
IIAaCTUKK [24].

3akAloueHue

Takum ob6pasom, Hambojee pacIpoOCTpaHEHHbIE
TepMuHBL («POKOMENMUA», «IU3MENUS», «HENJOPa3-
BUTNE BCEX CETMEHTOB KOHEYHOCTN», «aKCHaJbHas
3KTPOMe/INA») XapaKTepHU3yIOT LYo TPYIIy IPyObIX
aHOManuil HVDKHUX KOHe4HocTeil. HasBaHme «do-
KOMe/Nsi» OTpaKaeT TO/NbKO BHEIIHMII BUJ KOHeY-
HOCTM, He yIUTBIBas ee aHaTOMMUYECKOTO CTPOEHMs;
«IV3MeNusA» KOHCTAaTHUpyeT HapylleHue GpopMmpo-
BaHMA KOHEYHOCTH, IIOBJIEKIIee 3a co0O0l 3HaYMMOe
u3MeHeHre ee GopMmbl M QYHKUMM, TOT[A KaK ApY-
rue fiBe GOPMY/INPOBKY YKa3bIBalOT Ha Ha/lN4due He-
JOpa3BUTHSI BCEX CETMEHTOB HOT 0e3 YTOYHEHMs MX
cTereHy. TepMUH «IIPOKCUMAjIbHAs IKTPOMENUsI»,
C HaIllell TOYKYM 3peHus, Haubomee TOYHO OTparkaeT
CYTb @aHATOMUYECKUX U COOTBETCTBYIOIIUX UM (PyHK-
IIVIOHA/IbHBIX M3MEHEHMII U ABJIAETCS ONTVMA/IbHBIM.

B oTeuecTBeHHOI U 3apybexXHOIl NUTeparype
BCTPEYAIOTCA ONVCAHMA Pa3/INYHBIX KIVMHMUKO-PEHT-
reHonorn4yecknx GopM MaTomoruu: OT Haubornee jer-
Kux (yKOpoueHMe C OTHOCUTENTbHO COXpaHHOI Oef-
PEHHOI KOCTBIO) 10 Hambosee TSAXKEION PeqyKIUN
BCEX CErMEHTOB KOHEYHOCTHU. B GObUIMHCTBE paboT
IpUBEJEHbl Pe3yIbTaThl HAOMIOfEeHNI HeOONbIINX
TPy OONBHBIX C OTHAEIbHBIMU THUIIAMYU HOPAXKEHMA.
JIump B pegxmx NMyOIMKaLUAX aBTOPBI IIPOBOJAT
fleTalbHbI aHATOMO-(QYHKLMOHATbHBIN aHANIN3 Ha
JOCTATOYHOM KOJIMYeCTBe MAIlieHTOB.

Knaccndukaunm, mpencraBieHHble B MUPOBOI
TUTepaType, He OXBATBIBAIOT BeCh CIEKTP IIPOK-
CHMaJIbHBIX (POPM HELOPasBUTUA HIDKHUX KOHeU-
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HocTeil. BmecTe ¢ TeM pap m3 HuMx — Kmaccupu-
kanun G.T. Aitken (1959), A.M. Pappas (1983)
u D. Paley (1998) — akTMBHO UCIIONB3YeTCSI B MUPO-
BOJI NPaKTUKE.

AHanus [OCTYIHON NUTEpaTypbl IOKa3bIBaeT,
YTO OCHOBHBIMM MeTOAAaMMU aOMINTALMU TALVIEHTOB
C IPOKCUMAJIbHBIMU (OpMaMy 3KTPOMEIUN HIK-
HIX KOHEYHOCTel SIB/IAI0TCA XMPYPIudecKoe jedeHne
U CJIO)KHOE IIPOTE3VPOBAHNE.

[Tpy TsXKemnoit CTemeHM pefyKLUMUM KOHEUYHOCTH,
Korzia 6effpeHHas KOCTb OTCYTCTBYeT VIV Pe3KO I'MIIO-
IIACTMYHA, POTe3VPOBaHMe IPOBOAAT MPaKTUYECKN
y BCeX TAIMeHTOB. XMPYpruyecKoe jaedeHne B TaKoi
CUTyalIuy VICHO/NB3YIOT KaK ITOATOTOBUTEIbHBIN JTAIl
C LIe/IbI0 ONTVMMM3ALVM KOHCTPYKIM OyAyIIero mpo-
Te3a: JepoTalMy KOHEYHOCTM IpU M3OBITOYHOI Ha-
PY>)KHO-POTALIMOHHOJ KOHTPaKType, CTabmnimsannn
KOHEYHOCTV Ha YpOBHE e€e COWIEHEeHNUA C Ta3oM IIpK
BBIPXEHHOJI HEeCTAaOMIbHOCTY, a TakKe POpMUpOBa-
HUSI «KOJIEHHOTO CyCTaBa» 1 00ecredeHysi BO3MOX-
HOCTM 60Jee PYHKIVIOHAIBHOTO IPOTE3MPOBAHNA.

ITpu 607mee /1erkoit CTelleHN HeOPa3BUTHUA Olepa-
TUBHOE BMeEIIATeTbCTBO BLICTYIIAeT OCHOBHBIM METO-
IOM JIeYeHNsA, B TAKOM C/Ty4dae TeXHIYIeCKue CpefcTBa
peabIMTanyy UTPaloT BCIOMOTATE/IbHYIO POJIb M MC-
NONb3YIOTCA B TeUeHMe OTPAHNYEHHOTO KONMMYeCcTBa
BPEMEHH C IIe/IbI0 KOMIIEHCALMY YKOPOYEHNUsA U CTa-
OmnMM3anyy KOHEYHOCTV B IIOKO€ M IpU HArpyske.

Taxum 06pa3oM, HECMOTPA Ha OTHOCUTENbHYIO
PENKOCTb NAHHON IIATONOIMH, €€ TSKECTb M MEINKO-
COIMA/IbHAS 3HAYVMMOCTD OIPENe/A0T 3HAYMMBbIN VH-
Tepec CHeIVaTMCTOB MUPOBOTO COOOIIecTBa K M3y4e-
HMIO 3TOJ MPOO/IeMbl, COBEpPIIEHCTBOBAHIIO METOJOB
NedeHys, TIPU 3TOM HEKOTOpble NpeIoKeHHbIe elle
B IIPOIIJIOM BeKe METOAbl COXPAHAKT CBOK 3HAYM-
MOCTb IO HAaCTOAIIETO BPeMEeHN.

BmecTe ¢ TeM fanbpHeiillee M3ydeHMe HMPOKCHU-
MaJbHBIX (OPM IKTPOMEIUM HIDKHUX KOHEYHO-
CTell — COCTaB/IeHNe IOJIHOTO TepaTOIOTMIecKO-
ro psnga BceX GOpM HELNOPa3BUTHUA, UX HeTaTbHOE
KIVHIKO-PEHTTeHO/IOTNYecKoe OINMCaHMe, CO3/laHue
YEOOHON /I MPAaKTUYeCKOTo NpYMMeHeHMs pabouert
Kmaccudukanmum, COBepuIeHCTBOBAHME INpeCTaBIIe-
HUI O KOMIUIEKCHOU aOMWINTanuy C y4eTOM JAVHa-
MIYHO Pa3BMBAIOIENCsA NPOTE3HO-OPTONEeANYeCKO
OTpaciny — ABAETCS aKTyaJIbHON 3ajadeil.

AonoAHuTeAbHasi MH(popmaums

Vicrounnk ¢mHaHCcMpoBaHus. VccnenoBanue He
uMenno GMHAHCOBOrO 0OecredeHts NN CIIOHCOPCKOIT
HOAJEPIKKIL.

Kondmukr mHTepecoB. ABTOpLI [eKIapupy-
I0T OTCYTCTBUE KOH(IMKTA MHTEPECOB, CBA3aHHOTO
¢ mybmKanmeil JaHHO! CTaTbH.

Bxkmap aBTopos

B.A. Axoenesa — KOHIENMUMA M OU3aNH UCCIIe-
moBaHus, cobop nHopManum, 06paboTka MaTepuaa,
HamucaHue 6a30BOrO TEKCTa CTaTbU.

M.B. Illgedosuernxo — 3TaHOE U 3aKIIOYNTENb-
HOe peflaKTMPOBaHMe CTATbH.

A.A. Konvyy08 — KOHIIENLMS U OW3aliH VCCIENO-
BaHIs, HalucaHue 6a30BOro TEKCTa CTaTby, STAIIHOE
PeNaKTMpOBaHMe CTAThH.
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