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Hepiinyn

H éAiewyn tov kevipikov pnproiov amotedel emiktnto OvVOTTLEKO EAAEYLLO TOV
KAT® GKPOL Kot TNG TVEMKNG (MdVNG. XNV TEAEW LOPPT] TOV AOY® LVTOTAAGTIKOTNTOG
TOL Unploiov oA kol g TLEAOL BETEL TOAD ONUOVTIKE TOAAEG POPEG OEETEPACTA
Oepamevtikd poPAquata. [apovsialovpe mepintwon OMAeog asevoig nikiog katd
v g&étaom 14 unvav kot v eEEMEN ..

Opor gopetnpiov:  'Elhewym kevipikov unpioiov
YmomAaoTIKEG O10TOPaYES KATW AKPOV
Hupérewo
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Proximal focal femoral deficiency — report of a case and its fate.
Goulas V, Bischiniotis I. St.

Kozani General Hospital — Mamatseio, Kozani, Greece

Abstract

Proximal focal femoral deficiency is an acquired developmental anomaly mainly of
the upper femur and the pelvis due to neural crest disorder during organogenesis. In
its full form it results in gross shortening of the leg and poses major diagnostic and
therapeutic problems most of which are not very easy to accept. A case of a 14 month

female infant is presented and her fate is discussed.

Key words:  Proximal focal femoral deficiency
Development anomalies of the lower extremity
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"EALenyn Tov KevTpikov unpraiov g 0iv acBevn - [lapovoiaon acOevoig
I'ovrag B, Mmoypiviotng L.

OpOBomardkn Kiwvikn
I'. N. Kolavng — «Mapatceio»
Ewayoyn

H éewyn tov kevipwkov pnpaiov (EKM) eivor ombvio oAdd ocvvBeto
mpofinua. Eivor n tpitn e cuoyvotto EMUNAKNG EAAEIUUATIKY doTapoyn OTo KAT®
dxpa. H EKM ta&wvoundnke pali pe dhdeg datapoyés 6mmg ival o veavikd poto
woyio Kol TN GLYYEVIC KOPT®ON TV Unploimv mov odnynoav oe mapeénynoelg Kot
KAwvikn ovyyvon (Gillespie kot Torode 1983).

[Mapovoiaon a60evoig

[Mpokertar yio 14punvo koprtodkt mov omd TN YEVVNGY TOL Tapotnpnonke
peydan Bpdyvvon tov punproiov kot amrdAvTn actdfeia Tov 1yiov.
Khvikn ewcova

Kotd tov khMviko éreyyo mapoatnpeiton advvapio otpiEng 610 avVaVATTUKTO
unpaio, To omoio givat H1TAATUGUEVO KATA TV TEPLOYN TOL PLUGIOAOYIKOV 10Y{0V L
avamtuén peyoAutépov aptBpod mruxdv kotd ™ pnpofovpfovikny yopa. To kdto
dKpo @épetor o eEMTEPIKN OTPOPT. Aev aokeitan EAeyyoc en’ avtov. O éleyyog emi
oV YOvatog givar meplopopévoc. H tpopucdnta g kvnung vroieimetar. H kivnon
NG TOSOKVNUIKNG KOl TOV OaKTUA®V @aivetol ucololoywkn. H 0€on tov yovoatog
Bpioketol 61N HeGHTNTA TOV OVTIOETOV, PUGIOAOYIKOV UNPOV.

AKTIVOAOYIKT] EIKOVQ

Kotd tov axtvoloywd €leyyo mapotnpeitor O6TL 10 KEVIPIKO unploio
TPOKTIKMOG ATOVGLALEL KOl OAOKANPO TO OKEAOG €ival GuVOMK®G Ppoyvtepo. Atyeg
euPropnyovikés oatapayés Ntav opotés. Ilapatmpndnke Popid dSatopoyr] ™G
wookeMoac. ITo  ovykekpéva  mopatnprinke avicookeAio, otopayr 1TNg
OTPOPIKOTNTOG, AOTAOEIN TNG KEVIPIKNG GPpOPp®ONG KOl OVETAPKELD TV HVOV YOP®
and 1o wyio. H yuyodiavontikn avantuén Tov ynmiov Ntav GUGIOA0YIKY.

E&éhmén

Kotéotn duvatdg 0 akTvoAoYIKOG EAEYYOG G€ OVO PAGELS TTOV OMEL OV LETOED
tovg Katd 1 étroc mepimov, ypodvog mov OBewpnnke omapoaitnTog yio v mOAvN
OPILAVOT TOL AVE TEPUTOG TOL Unplaiov.

2TIC TPATEG AKTIVOYPOPIEG TO KEVIPIKO TEPAG TOV UNPLIOL NTOV TOVIEADS
OVOVATTUKTO, KOVOEWDOVG GYNLOTOG LE TOV JUNKN AZova Tov Unploiov vo cuvavid
T0 AyOV10 6¢€ emimedo avmbev g BEong ™ puoloroyikng kotuAng. H dimiaon tov
avTiBETOoL Pnploiov Kot 16YIov NToV KOVIO GTO OVOUEVOLEVO Y10 TNV NAKIO Kol TO
@OLo (e1K. 1).
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Ewova 1.- AKTIVOLOYIKI] €1KOVE TOV KOAT® GKPOV pe EAAEIYN TOV KEVIPLKOU
unpaiov.

210V OKTIVOAOYIKO €AeYY0 TOL devepynOnke mepinov éva £T0g PLETd TNV TPAOTN
napaTnpNnon mopatnpninke epedvion Bvcdvov octeomoinong 6to dve mEPASG NG
petdpuong xopig Opmg REEVIoTN TPV 0GTEWGNG TOL o)iov (&1k. 2).
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Ewova 2. - IIpoipog akTivoLoyIKOS EAeYY0G

O dVVOUIKOG OKTIVOAOYIKOG EAEYXOG HE EMITELECT] EULPOAOEIODOV KIVIICEDV TOV
okéhog Kotadeikvve v ootdbeia tov 1oyiov. Katd tov ypdvo g mpdOTNG
napatnpnong (1988) oto ywpo pog dev Ntav dvvatn 1 OEVEPYEWD UOYVITIKNG
TOHOYPOPLOG.

Mopsia

Me dwcéc pag evépyeteg ot yoveilg tov vnmiov avalnitnoav tn cuuBovin Tov
ovoudrtmv mov cvvdéovton pe v EKM (Fixsen, Gillespie k. @), ot onoiot cuvéotnoav
VOOV Y10 TV TOAVY] OPIULOVOT) TOV TUPVEOV 0GTEMGNG TOL KEVIPIKOV UNPLoiov.
H avapov anédmoe ™ pepikn epeavion 1oyiov pe EAAEIUUO. GTNV VTOTPOYAVTIPLO
neproyn. H yepOpwon tov ehdeippatog enétpeye ) HePIKN TPOOETIKN VITOKATAGTAOT)
NG OVIGOOKEAOC.

YYETIKI] OVOTOMLKY

Ymv EKM 10 kevipikd unploio pepik®m¢ amovcotdlel Kol T0 GUVOMKO UNKOG
TOL OKEAOVG lval EAATTOUEVO.

Yoyvotnta

H ovyvémta ¢ katdotaong kopaivetor and 1 wpog kabe 50.000 ¢ 1 mpog
200.000 yevvnoeig (Oppenheim et al 1998)

Avtioloyia

H owtoroyic e EKM dev eivan axpipdg yvoot) oAAG vrdpyovv
OLYKEKPIEVES Bempiec Ko autiomafoyeveTikol mopdyovteg mov Exovv gvoyomoinOet.
H oxAnpotopakn veaipeon etvar pia amd avtég Tig Bempiec mov éxel emoTpatevdel
Kot yoo v gpunveia avtig g Papidg avartvélakng dwatapayns. Ewdwkag, n Bswpia
avt vmolopfaver v mBavomTa ™G PAAPNS TOV KLTTOPOV TNG VELPIKNG
axporogiag mov oynuatiCovv Ta apyEyova meppepikd actntikd Kottapa tov O4 Kot
Os poerotopimv (Aitken 1959).

Mo dedtepn Oewpia, n omoio TpowbMOnke amd tovg Boden kot cvv (1989)
vroBéter 6Tt  EKM gtvan 1o amotélecpa tov eAMAEILIOTOS TOV TOAAATAQGLOGHLOD Kol
™G ®PILAVoNG TV YOVOPOKLTIOPMV TNG KEVIPIKNG emipuong tov unplaiov. Ot
TOPAYOVTEG TTOV EVOYOTOOVVTOL Y10 TNV oUTOTABOYEVELD AVTOV TOV KOTUGTACE®V
neptlopfavouy v avo&io, v woyopio, v enidopacn g ovifovoag aktvoBoiiag,
Baktnpdtakn 1/kat 10yevi Aoinmén Kabdg Kot dpdon ToEvmv, OPUOVAV UNYOVIKI
emevépyewa kal Oeppukéc kakmoelg (Panting wor Williams 1978, Epps 1983). H
BoAdouidon, otav Aappavotav amd ™ UNTépa HETAED NG TETOPTNG KOl TNG £KTNG
efdopadag tng kKimong amodeiydnke 6TL el cvykekpEVN enidpacn oty TaboyEveln
¢ EKM eni tov avOpmmov (Koman et al 1982, Oppenheim et al 1998).
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Tehevtaing £&xovv amopovmbel GLYKEKPYLEVOL TAPBEYOVTES TTOV GLVOEOVV TNV
EUPAVION TOV (QOIVOUEVOD E OVOCTOAN OpAoNG EMUEPOVS UETAPOAIKDV 0dMV
ave&apttmg Tov emdpmvtog artiov (Sylva et al 2011,

Avdivon TG KAVIKNG EIKOVOG

H vk ewcdva eivar nynpad, £to1 n didyvoon sivar edkoAn. To unpuaio givot
Bpayv, oe kauyn, o€ amayoyn ko Entepikn otpoen (Panting et al 1978, Epps 1983,
Aitken 1959). O Gillespie kot cvv (1983) mapatnpodv 611 6TOVE 0I6BEVEIC TOVG, TOL
oyl dgv NTOV TOTE QLOIOAOYIKA KOl To yOvoato MTay €miong OLGAETOVPYIKA
(Gillespie kouw Torode 1983, Gillespie 1998). Ymdpyovv emiong, KOUTTIKES
TOPALOPPAOCELS 6T oyio Kot ota Yovato. O BoABmdong kevipikdg punpog ypnyopa
napepmodifel  AettovpywdnTa ToL Yovarog. H PBpaydtmra tov pnpuoiov kot to
BoAB®ddec Tov uNnpov KabioTOVV duoyepn TV €EETaoT TOV 16YI0V. Q¢ ATOTEAEG LA TG
aotdfelog tov woyiov pmopet va mapatnpndel eppforogdng kivnon. To yovato eivan
opotipmg aotafég oto mpocbionicOio kot To mMAAY0 emimedo ¢ OmMOTEAECUO TNG
amovciog TV YlooT®v cvvoésumy. EmmnpocsOétwe, vrapyetl yevikevpévn dvomhacio
TOL YOVOATOC.

Ymhpyet peydAn ovyvotnto mepoviaiag omiloaciog mov Ko paiomodiog oe
ovoyetiopd pe ™ EKM (Panting kow Williams 1978). H nepoviaio amlocio amavtd
o€ 10cootd 70-80% twv acBevov ue EKM. Tlepimov 10 50% tov acbevov pe XEKM
napovolalovy Kot GAleg dvomhacieg oto b0 okélog (Grogan et al 1994). IMapora.
avtd, o Aitken avapéper oyeddv cuyvomnta 70% Kot GAA®V SVGTAACIOV GTO 1010
dropo (Aitken 1969). Téroiec sivar n vrepwiooyotio, N oTpePromodia, cuyyeveic
Kapo1dTadeleg Kol SVOTANGIEG TNG OMOVOLMKNG GTAANG OV KOTA To GAAQ €ivort
ondvieg, emovpPaivovv ot EKM emiong. H EKM &ivan appotepdmievpn o€
1060610 oL TANG1aleL 0 15% Ohwv Tev mepittdcenmv (Koman et al 1982).
Tagivounon
Apxetd ovotmiuoata taSivounong &xovv mpotabel oAAd kuvping Poacilovior oTig
OKTIVOAOYIKEG TEPLYPOPES TOV Qatvopévov. Ot Amstutz ko Pappas mapéyovv mAnpeig
OKTIVOAOYIKEG TEPLYPUPES TV dopdpwv popedv e EKM mov diékpivay avtoi ot
gpevvntég (Amstutz 1969, Pappas 1983). O Hamanishi tnv mpoodevtikn eldttmon
TOL Unpueiov, Tov Kupaivetol omd TV amAn Bpdyvvon péEypt TNV TEAEW ATOVGio TOV
ootov (Hamanishi 1980). Ou Fixsen kot Lloyd Roberts dwokpivouv tovg aoBeveic
0TOVG 0TOIOVE AVOPEPOVTOL 08 TEPTOOoElS otobepéc ko aotabeic EKM (Fixsen kot
Lloyd-Roberts 1974).

Ot Gillespie xou Torode (1983) avackénnoov tovg acbeveic Tovg 1060 0o
OKTIVOAOYIKT] OCO Kol KuploTEPA Omd KAWIKY dmoyn Ppnkav OTL 01 TEPIGGOTEPOL
pumopovv va ta&vounfodv ce Vo opddeg. H mpmdtn opdoa meptlopfdavel dtopa pe
ovyyevn Bpdyvvon kot 1 dgvtepn opdda mepthapPdavel to dropa pe yviow EKM.
AvTég 01 000 0pddES 0€ OLPEPOLYV LOVO GE OTL APOPE TOL KAVIKG KOt TOL OKTIVOAOYIKA
YOPOKTNPLOTIKA OALL NTOV KO AELTOVPYIKADS SLOPOPETIKES KOl PLUGIKE £XOVV EVTEADS
oo PETIKN XEPOLVPYIKN Kot Tpocetiky aviwetonion (Gillespie kot Torode 1983).
H ta&wounon tov Aitken mov eivarl n o gupémg ypnoyomoovevn draywpilel
YEKM oe 4 xomnyopieg Pacilopevn Kupimg o010 OKTIVOAOYIKO YOPOKTINPIOTIKA
(Aitken 1969) (Zymua 1).
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Ivpe A Ty B Typed Py 2

Yympo 1 - Zynpa 1. - H kata Aitken ta&ivopnon g EKM

[Ipéner va €povpe Katd vov Ott givor mBavi 1 KaBvoTEPNUEVT EUPAVIOT TLPNVEOV
00TEMONG €KEL OV KT’ OpYNV LIEPYOVV deV POIvOVTOL OKTVOAOYIK®G. Eviote, o
OKTIVOAOYIKOG EAEYYXOG HE EUPOAOEIDN KIVNTOTOINGT TOV UNPoiov Kot OKTVOYPAPIES
LE TPOCOY®YN KO OTay@yn ivot amopoitnTeg Yo T0 S0 ®PIGUO OVTAOV TOV OUAO®V
HETOEL T®V VO peydimv opddmv A kot B. H dievépyeia apBpoypapnuatog pmopet va
amoderydei ypnown (Panting kot Williams 1978, Epps 1983)

Ta dropo mov avikovv otmv ouddo A katd Aitken, mov onuaivel ot
Tapovctdlovy Bpdyvvon Tov UNPeiov KEVIPIKAOC, IOV KATAANYEL O EMMEOO OAlyOV
OmepBev g koTOANG. H pnpoia kepoin ocvuvifwg amovcidlel aAdd apydtepa umopel
va ooteomotleitat. H mapovsia g unpraiog KeQaAng KATadEKVOETAL LE TV CYETIKDG
Ko avdmtuén g kotOAng. EmmpocsOétmg, vmdpyel EAAepa 6TnY LITOTPOYOVTIPLOL
TEPLOYN OV Umopel apYOTEPQ VO 0GTEOMOEITON EMioNG OAAGL GLVIO®G KATAANYEL O
paoTNTA TOL WGYIoL.

Ta dropa mov avikovv oty opdoo B éyovv moAd mo peydio eAdeippota 1
télelo EAAELYT TOV KEVTPIKOV pnpraiov. Kabmg mpoywpel n opipoven 1ov 6keAETOV,
dev gppaviCetar ohvoeon petald e Unpoiog KEQOANG Kol TOV KEVIPIKOL Unploiov
TO0 TEPOC TOV OMOIoL glval KeEVIPIKOTEPO NG KOTOUANG. H unpuaio xepoAn av kot
vIdpyel uropel va dekviel KabBvotepnuévn ooteomoinon kot cuvnBwg epeavileton
€vag 00TEVOG BVGOVOG GTO KEVTPIKO TEPAG TNG OLAPVOTC.

Ta dropo mov avikovv oty katnyopio C xatd Aitken mapovsialovv télela
EMeyM TG Unpoiog KEQUANG oL 0eV 0GTEOMOEITAL Kot e£gonUACUEVT] dvoTTANGIN
™G KOTOUANG. XtV Katnyopio C n dipuon tov pnpuaiov eivor Ppoyvtepn amd OtTL
elval oto dtopa ¢ opadag B, omv omoion oAOKANPO TO KEVIPIKO pnproio
TEPIAAUPAVOUEVOVY KOL TOV TPOYOVTIP®V OEV OVOTTUGCETOL.

e dropo g opadag D, mov cuviotd kot v mo Papid kotnyopio vIapyeL
onuavtiky Ppdyvvon g 01deuong mov cvyvad epeovilel pHovo €va avEOUAA®MG
0GTEOMOMUEVO 0GTEWVO BVOGUVO KEVIPIKADG TNG TEPIPEPIKNG EMIPLOTG TOV UNPLaiov.
Agv givon gpoavig n dlmAacn g KOTOANG kot to €€ Tolympo ™G muélov eivar
OTOTAATUGLEVO.

Katd 1t owdpkeln evog ovpmociov apiepopévov ot EKM o Gillespie
TPOTEVE TO AEITOVPYIKA GLGTHLATA TAEVOUNONG, 6T omoin dEKpve Tovg acbeveic
T0V o€ TPELS OepamevtiKéc opddeg and TAELPAS YEPOVPYIKNG OAAG Kol TPOOETIKNG
avtipetomong (Gillespie 1998). H mpot opdda acbevdv, n opdda A omiadmn
TeEPLOUPAVEL TOVG 1BOVIKOVG 0G0EVEIG VTOYNELOVG Y10 ETUNKLVGT] TOL UNPLOLoV.
Avt 1 opdoa mephapPdvel dtopa pe cuyyevn Ppdyvven tov unploiov pe KAMVIKOG
otabepd woyla, pe pkpn cOYKAPYN TOV YOVATOV Kot LE TO GVGTOLYO TOJL GTO EMIMESO
N Kdto and 10 eminedo tov pécov ¢ avtiBeng kvnune. H opdda B tov Gillespie
neplopPavet acbeveic mov tagvopovvral og A, B ko C katé Aitken mov amaitodv
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npobeTikn Oepamneia. 'Etot, kKabe yeipovpykn popen Oepaneiog oyedidleton €161 doTE
va peylotomomosl v mpobetikny avtikotdotacn. H opdda C xoatd Gillespie
avTurpoooneveTol amd TV opdda D katd Aitken, dmov vdpyel LEOMKT ATOVGIN TOV
unpaiov. O Gillespie eniong cuviotd TpobeTiky| avtikatdotacn yuo v opdda C tov
acBevav tov. [Tapdro mov o1 acbeveic avtoi o€ yperalovral apbBpodesia yovaTog Tpv
emyepn el n tpobHetikn vVToKATAGTACT TNG AELTOLPYING TOL GKEAOLG,.

Mo €pevva OV HEAETE TNV EMAPKELN TNG LOYVNTIKNG TOHOYPAPIOG Yo TNV KOADTEPT
talivopnon  mg EKM  emiong ovuykpiver ta  axtvoAoywd  mpog  Tol
payvnrotopoypagikd evpnuata. H pedétm ovt mov ypnoipomotlel 10 GOOTNHO
tafivounong tov Amstutz kaTtoAnyel otnv  mopaTnpnon OTL 1 OKTIVOAOYIKA
tagvounon teivel va vaepekTd ™ Popdra TS SueTANGIG Kot £TGL TPOTEIVEL TNV
HOyVNTIKG TOHOYPAPio. 0 o 10e®ON dyvmoTikn dokipacio yio vo Pacicel kaveig
mv ta&wvounon pag EKM (Griffith et al 2006).

Evositeig empnkoveng

Ot evoeilelg empunrouvong mepAapPavovy oKEAN Le TPOYVMOT OVIGOGKEAMOG
KOTA TN OKEAETIKY wpipavon mov dev Eemepva ta 20 cm. o ™) Adon avtn amatteiton
éva 1oio mov eite eivan otafepd N Tov Pmopel va KoTaoTel oTAOEPO [LE GYETIKMG KOAN
AELITOLPYIKOTNTO TOV YOVATOV, TOV TOOOKVINUIKAOV KOl TV TOSUDV.

Avtevoegigelg

Eav n mpoyvowon g avicookeriog elvar peyaivtepn tov 20 cm, 1 yo
0mo10dNTOTE GAAO AOYO Ko To Toudl dev pmopel vo vwootel TN dtodKosio TG
empumkvuvong  mpémel  va AauPdvetoar  vwoyn 1 whavotnro TG TPOoHETIKNG
OVTIKOTAGTOONC.

Addeg emAOYES yELPOVPYIKIG Oepameiog

ITepi v nmAkio tov 3-5 etdv Kou €poOcov dev givar KOTAAANAOG Yo
emuMKLVON 0 HKPOG acbevig etvar duvotd va emdeyel  apBpddeon Tov YOVOTOG MG
TpOTN Oepamevtikn emA0Y. META TV TOAADV TAEOVEKTNUAT®V TNG EMAOYNG, 1M
Otevépyeln  apBpodeonc emutpémel TN ONUovpYid EVOG MO EMUNKOLS Kol
OTOTEAECUOTIKOD pOYAoPpoyiova amotedel o GAAN €MAOYN Kol EMITPEMEL TNV
KOAVTEPT) TPOCOAPUOYN TOV VTOAEWTOUEVOL OKEAOLG HE TO OpB®TIKA pEGO OV
TPOGPEPOVTOL.

Ot akpomplacpol mov mpoPAémovtor Katd v avtuetomion g EKM
dtevepyovvtar cuvnBmg katd to ¥pdvo TS apbBpoddeonc Tov YOVATOS HE GTOYO TN
Bpdyvvon tov poyroPpayiova. O okpmnplacuds Syme ov cvvnbog emiéyeton,
EMTPEMEL TNV AUECT] EPAPLOYN TPOGOETIKOV dKpov. O TOPUTANGIOC AKPOTNPIUCUOC
katd Boyd, o omoiog d1apuAdcocel OA0 TO TTEPVIKO ®O OMOTEAEL ol EVOAAOKTIKNY
Adon.

Meprotpo@ikn) mhastiki (Van Nes).

H mepotpopikn mhaotikn kotd Van Nes. Apopd oe pepikd akpoTpociod
100 unpov. To KoTdTEPO KAT® GKpo Kot To TOS TepioTpépovTar katd 180°, petd
KaBopopd TOL UNKOLG NG OLPLAAGCOUEVNG KVIAUNG Kol apBpodévetar mpog To
vmoromo  kevipikd pnpwio (Steel et al 1987). H mepiotpageica modokviuikn
Aertovpyel mTAéov ®g YOVaTO. ATO YuOAOYIKY] AAAG KOl 0td KOGUNTIKY Amoyn propel
Vo LEoVEKTEL TOGO OGOV aPopd 6ToLvg 1d10V¢ ToVg acbeveig 6Gov Kat 6To TEPPEALOV
tovg (Van Nes 1950, Kostuik et al 1975, Friscia et al 1989). AA\G amd Aetrtovpykn
dmoyn etvar KoAOtepn amd éva unpuoio mpocsBetikd punydvnmuo. AAAG ko M
TEPIOTPOPIKN TANGTIKY Katd Van Nes amattel ) ypnon TpocHeTkol pnyoviLotog
Lipschutz (Brown 1998).

Oyt ondvia | TPOGUPLOYN OE OMOWONTOTE amd QVTO TO, HETPO. OV gival
EMTUYNG Ko eykabictavrol cuvinKeg Hovomodikng fadiong o1 Piov (ewk. 3)
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Ewoéva 3. - Hopapeinuévy EKM

7
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