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Cunapom [opinHa-IonbTia reHeTHYeCKH IeTepMUHUPOBAHHBIN [TOJIMOPTaHHbI CUHJIPOM, HACJIELyEMBbIH 110 2y TOCOMHO-IOMHUHAHTHOMY THITY. MyTaHTHBII
TeH JIOKaJIU3yeTcsl B IEBIATOH XpoMocoMe, 3aboneBanue acconuupyercs ¢ anturenamu H 1A-A10, B14. Ilpu cunapome ['opiuna-T'onbTiia MHOXKECTBEHHBIE
6a3aJIbHO-KJICTOYHBIE OITYXOJIH YaIlle MOSBILIIOTCS B [TO3/{HEM ISTCKOM BO3PACTe, HO MOT'YT OBITh H BPOXKICHHBIMU. KoJtiuecTBo 6a3aimnoM MOKeT 10CTHraTh
HECKObKHX COTEH. B OCHOBHOM MOpPa)KalOTCs JIMIIO, IIesl, TYJAOBHUIIE M KOHEYHOCTH. CTUTMalIbHBIM MPH3HAKOM CHHIPOMA SIBISIOTCS MUTMEHTHBIC
IIITHA, PACIOJIOXKCHHBIC MPOJOJIBHO HA BEPXHUX M HIDKHUX KOHEYHOCTSX M HMEIOIIHNE CBETIIO-MAJIMHOBBIN IBeT. KocTHBIE aHOMAIIMU NPEeICTaBICHE
y 75-90 % GonbHBIX: KMCTHI BEPXHHX M HIDKHUX YeIOCTeH, Ku(oCKonnos, pacuienienue pedep, CUHOCTO3bI, IPOrHATHS, UCTHHHBIH THIIEPTEIOPH3M,
CyOKOPTHKAIbHBIC KHCTO3HBIC H3MEHEHHS JUIMHHBIX TPYOUaThIX U IUIOCKHX KOCTEH, BCTPEUaloTCsl IOIOTHHTEIbHBIE MaJbIbl Ha PyKaxX M Horax. Begymmm
MIPH3HAKOM SIBIISIETCS PACIIEIUICHUE CTOIT PA3IMYHON CTEHEeHHU TshKeCTH. JIeueHue 00bHBIX ¢ cHHIpoMoM [opiiHa-T 0JIbTIa SBIseTCS CHMITOMATHYECKHM.
B mocnennue rofpl B KauecTBEe TEpaluM MPHMEHSIOTCA Mpenaparsl IPyHisl HHTepdepoHoB. B pesymbTare agploBaHTHOH MMMYHOTEPANMH OITyXOIH
MOTYT JIHOO IOJTHOCTBIO PErpecCHPOBATh, JIHOO HHOIEpaOeIbHbIe HOBOOOPA30BAHMSI MOTYT IPEBPATHTECS B JNOCTYIHBIE [UIS yaueHus. Ha sedennn B
uneruryre uM. [LM. TypHepa Haxoamiioch 2 peGeHKa ¢ MOPOKAMU PA3BUTHUsL BEPXHUX U HIKHMX KOHEYHOCTEH. XUPYpPruuecKoe JICHEHHE MPOBOAMIOCH
I10 TIOBOJY aHOMAJINH KHUCTel U cToll. B 000HX ciydasx ObUIM JOCTHUIHYTHI XOpomIne (hyHKIHOHATBHEIC Pe3yIbTaThl. 3a)KUBICHHIE TIOCICONEePAOHHBIX
paH U NMPIKUBICHNE KOXKHBIX U KOCTHBIX TPAHCIUIAHTATOB IPOU30LLUIO B CTAHAAPTHBIE CPOKH. XHUPyprudeckast KOppeKius JedopMariii KOHeYHOCTeH —
3¢ deKTUBHBII CIOCOO JIeUeHHs OPTOIIEMIECKUX HapyIIeHni pu curapome [opnuHa- [ombia.

KroueBble ci1oBa: JepManbHas TUCILUIA3HS, HOPOKH Pa3BHTHSI KUCTEH U CTOII, CHCTEMHbIE 3a00JIeBaHNs CKeIeTa ¥ KOXKH.

The Gorlin-Goltz syndrome is a genetically determined polyorganic syndrome of autosomal dominant type. The mutant gene is localized in chromosome 9,
and the disease is associated with H 1A-A10, B14 antigens. Multiple basal cell tumors often develop in late childhood in case of the Gorlin-Goltz syndrome,
but they can be congenital as well. Basaliomas can reach several hundred in number. The area of face, neck, trunk, and limbs is mainly affected. The pigment
spots arranged longitudinally on the upper and lower limbs and having light-crimson color are stigmal signs of the syndrome. Bone abnormalities presented
in 75-90 % of patients: jaw cysts, kyphoscoliosis, bifid ribs, synostoses, prognathism, true hypertelorism, subcortical cystic changes in tubular and flat
bones, extra fingers and toes developed sometimes. Cleft feet of different severity appear to be the leading sign. Treatment of patients with the Gorlin-Goltz
syndrome is symptomatic. Recently, preparations of interferon group used as therapy. As a result of adjuvant immunotherapy, tumors can either regress
completely, or inoperable tumors can become accessible for removal. The authors present two children with malformations of the upper and lower limbs
treated in the Turner Institute. Surgical treatment performed for abnormalities of the hands and feet. Good functional results achieved in both cases.
Postoperative wound healing, as well as skin and bone engraftment occurred in standard time. Surgical correction of limb deformities is an efficient way
of treating orthopedic disorders for the Gorlin-Goltz syndrome.

Keywords: dermal dysplasia, malformations of the hands and feet , systemic skeletal and skin diseases.

BBEJAEHUE

Cunnpom Topnuna-lTombia (cunapom OasanpHOKie- — cromarosnor Robert W. Goltz u ameprkaHckuii ctoMaTonor
TOYHBIX HeBycoB) — syndromum Gorlin- Golz (basal cell ~ Robert James Gorlin [11].
nevus syndromum), koxg no MKB-10 — D36.9. Cungapom I'opnuna-TonsTia — réHETUYECKH JI€TEPMHU-

CuHOHUMBL: (pOoKaNbHAs JepMaiibHas JAWCIUIA3Ws, HUPOBAHHBIA MOJMOPTAHHBIA CHHIPOM, HACIEIYEMBIH IO

THIIOTNIA3US  ME30JKTOJepMalIbHAsl 04aroBasi, CHHIPOM  ayTOCOMHO-JIOMHUHAHTHOMY THITY. MyTaHTHBIH T'€H JIOKa-
0a3aJIFHOKIICTOYHOTO HEBYyCa, HEBOOA3OLEIUTIONAPHBIA  JIU3yeTcs B Xpomocome 9 [14], 3aboneBaHme acCOMUPyeT-
CHHIIPOM, aHOMAJIHsI HACIIeICTBEHHO-CeMeifHast 5kToMe30-  cs ¢ anTturenamu H 1A-A10, B14 [2].
JepMasibHasi, HEBOMIHBIC 0a3aJbHOKIETOYHBIC KapI[MHO- PacnipocTpaneHHOCTh  cHHApOMa  Konmebiercs  OT
MBI, TUCIUIA3Us SKTOME30epMalibHasi ogarosasi, cuaapom  1/57 000 go 1/256 000 [16]. BoabMHCTBO 3a00JICBIIHX —
Tonbria, QokangpHas AepMajibHas TUIOIIIA3Ms, CHHIPOM  IPCACTABUTEIH CBPOMCOMIHON packl [0, 15]. OTtmeyaercs
ME303KTO/IepMabHON AUCIUIA3HN. BBICOKAS JICTAIHOCTH /IS MJI0/I0B MY>KCKOTO IT0JIa.

B 3apy0OexHO#l nuTeparype 3TOT CHMIITOMOKOMILICKC Cunnpom [oprnuna-T'onblia MOXKET acCOIMUPOBATHCS C
HazbiBaercsi cuHapomMoMm Gorlin-Golz wiaM CHHAPOMOM  JPYTMMU ITOPKEHUSMH KOXKH: SIHIACPMAIBHBIMH KHCTa-
Golz, 4ro OGosee aeKBaTHO OTpaXKaeT XPOHOJIOTHIO BBIZIE- MM, MIJIMYMOM, (prOpomMamMu, J1aIOHHOTIOIOIIBEHHBIM T'H-
JIEHUS JAaHHOM MaTOJIOTUH. nepkeparoszom [3].

BriepBrie 0 cuHmpome (HEBOOA3OICILTFONSPHBIA CHH- Kmmarmyeckue mposieieruns. [Ipu cuaapome [opnmHa-
npom) coobmanock B 1894 roxy [13, 20]. Ho 3abomeBanne  [onbTiia  MHOKECTBEHHBIE 0a3albHO-KICTOYHBIC OITyXOJIH
cymiecTByeT yke maBHO — Satinoff m Wells Hamumm aHo-  Hare HOSIBISTIOTCS B TIO3MHEM JIETCKOM BO3pacTe, HO MOTYT
MaJI{ CKeJeTa, OIMyXONH KOKH, KUCTHI YEeNIFOCTeH W MHUr-  OBITh M BPOXKICHHBIMU. KommdecTBo 6a3zamioM MOXET J0-
MEHTHPOBAaHHBIC BIABJICHUS HA JIAMOHAX M IOIOMIBAX y  CTUTaTh HECKOJIBKHUX COTEH. B OCHOBHOM TOpakaroTcs JIUIIO,
JIBYX TpeBHeeruneTckux mymuii [18]. JleTasbHO ommcany  1iiesi, TyJOBUIIE ¥ KOHeYHOCTH [ 19]. BHagane nporece npen-
cuHApoM B 1960 romy amMepuKaHCKMN AEpMarosior W I'M-  CTaBjIeH OBEPXHOCTHBIMHU Oa3alMoMaMy JUaMETpoM OT 1 710

69



Fewoit Opmonedun Ne 2, 2014 1.

3 cM, pa3BUBAIOIMMHUCS MEUICHHO U MPAKTHIECKH HE MEHSI-
foMucs, Ho mocnie 30 JIeT OTaenbHbIe HOBOOOpA30BaHMUS
MOTYT OBICTPO yBesMuuBarhes 10 5-10 e [12].

30-65 % nauuenToB 10 10 - neTHero Bo3pacta, 10 80 %
NanMeHToB B Bozpacte 1015 ner u 85 % OoJbHBIX cTapiie
20 51eT UMEIOT TOYEYHbIE TMTMEHTUPOBAHHbIC YITyOIeHHs
Ha JIaJIOHSAX M MOJIONIBAaX, KOTOPbIE HEPEJKO BO3HUKAIOT
paHbllIe IPyTUX KOXKHBIX IPOSIBICHUN cUHApOMA [9].

MHoecTBeHHbIE 0a3aJIbHO-KJICTOYHBIE OIMYXOJIH ac-
COLIMMPYIOTCSL C Pa3HOOOPa3HBIMHM ITIOPOKAMH Pa3BUTHS
CKeJIeTa, I71a3, HePBHOH, SHIOKPHHHON CHCTEM M JIPyTHX
opraHoB U TKaHeii [1, 4, 15, 16].

VY 75-90 % OGONbHBIX BCTPEUAIOTCSI M3MEHEHUSI CO CTO-
POHBI KOCTHOW CHCTEMBbI: KHCThI BEPXHUX U HIDKHHUX Ue-
JocTel, Ku(hOoCKOIN03, pacileruieHne pedep, CHHOCTO3HI,
MPOTHATHS, UCTUHHBIN THIIEPTETIOPU3M, CyOKOPTHKAIbHBIE
KHUCTO3HbIC U3MCHCHHSA INJIHWHHBIX pr6’~laTbIX U IINIOCKUX
kocreil. Hanbosnee xapakrepHblii IpU3HAK — pacieIUICHHe
NepeHero oTAesa CTol U Kuctei. Berpewarores nomos-
HUTEJBHBIC MANbIBl HA PYKaX M HOTAX, PA3IMYHbIC BHIbI
CHHJIAaKTWJINU TIablieB kuctu [4, 5, 17].

AHOManuu 1m1a3 orMevarorcst y 26 % OO0IbHBIX U IPO-
SIBISTFOTCSL BPOXKJICHHOM CJICTIOTOM, KaTrapakToi, IayKo-
MO, KOITOOOMO¥, CTOPOOM3MOM, KOCOTIIa3UeM, BPOXKICH-
HOM KaTapakToii [12].

AHOManuu HEPBHOW CHCTEMBbI MPOSBIAIOTCS THIPO-
uedanuell, HeIOpa3BUTHEM KaJIE3HOTO Tella TOJIOBHOTO
MO3ra, 3MNUJIEICUEH, IEeMEHLUEH, KUCTaMu IPO3PavHOU
NIepEropo/IKH, areHe3neil MO30JIMCTOro Tella, MHTpanapeH-
XMMaJIbHBIMH KHCTAMH TOJIOBHOTO MO3Ta, MCHUHTHOMaMH,
MeyJio0nacToMaMi. YMCTBEHHAs OTCTaJOCTh BCTpeya-
eTcst mpuMepHo B 5 % ciyuaes [8, 10, 15].

Hapymienust sSHIOKpHHHOI CHCTEMBI y OOJIBHBIX MOTYT
MIPOSIBIISITECST KPUIITOPXU3MOM, OecruroaueM, hpudpomaro-
30M snaHuKOB. C cuaapomoM [opimHa-T'onbia MoryT co-
yetathes HelipoguOpomaTos I Tuma, mumdorpanynemaros,
Mexymutobmactoma [7].

Jwuarnoctuka. JlopomoBasi JTMarHOCTHKa BO3MOXHA C
nomonieio Y3U u anammza JIHK, BbIACICHHOM W3 KIIETOK
wiofia (MOMYyYeHHBIX MyTEM aMHHUOIICHTe3a WU OWOTICHU
xopuoHa). Jluddepennmansias quarHocTuka mpoBOJUTCS C
BA3EKC cunmpomowm, trichoepithelioma papulosum myis-
tHruieke u cunapomoM Toppe (cunnpom Muir-Toppe) [16].

Juarnos cunnpoma l'opnuna-loneria ycranaBiauBaet-
Csl HA OCHOBAHHWHM COBOKYITHOCTH IIUTOTEHETHYECKHX, CEPO-
JIOTHYECKUX, KIMHUYECKUX MCCIEAOBAHUI U PE3yJbTaToB
o0Cne[OBaHNsI CTOMATOJIOTOM, YEITIOCTHO-THIEBBIM XH-
PYproM, HEBPOMATOJIIOTOM, OKYIHCTOM, SHIOKPHHOIOTOM,
THHEKOJIOTOM; 00s13aTeNTbHa pEHTTEeHOTpa(us IMIIOCKUX KO-
CTEH, a JJIsl BBISBJICHUS TUIACTHHYATOTO OOBI3BECTBICHUS
cepria OOJIBIIOTO MO3ra — PEHTTEHOJIOTHYECKOEe MCCIIeN0-
Banue uepena. JJuddepeHunanbHplii Auardo3 NpoBoasT ¢
MEPBUYHO-MHOXKECTBEHHBIMU Oa3airomamu [1, 7, 15].

Jleuenwme. Ilpu cunapome lopnmua-l'onbua crenudu-
YecKoe JIUSHHE JI0 CHX IOp He pa3paboTaHo M SBISETCS
CHUMITOMATHYECKUM.

Cy1mecTByIoIe METObI JICUCHHsT 0a3aaroM Harpas-
JICHbl Ha JIMKBUAAIMIO TIEPBUYHOTO OdYara IOPaXKeHUs,
MIPEAYTIPEKICHUE PELUINBA OITyXOJIN U TOJIyYeHUE XOPO-
IIET0 KOCMETHIECKOT0 pe3yibTara. [Ipumenstores rydeBas
1 JIa3epOTEPAITHsl, XUPYPrHIECKOE JICUCHNE, KPUOAECTPYK-
LUsl, 3ICKTPOKOATYISAIMSA, XUMUOTepanust (JIOKaJdbHAs U
o01rast), “MMyHOTEpamnusi, (HOTOTUHAMUYECCKAS TEpPaIHsl,
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JICYCHNE CHHTCTUYECKIMH PETHHOMIAMH H TIperapaTaMu,
HOPMAJM3YIOIIMMHA aKTHBHOCTh (DEPMEHTOB ITHKIJIA3HOM
cucteMbl. OnHako y OONBHBIX C cHHApOMOM lopnuHa-
FOJ'H)Ha Ha6J'IIO):[aeTC$I TMOBBIIICHHAA YYBCTBUTCIBHOCTDH
K JIy4CBOMY BO3JICHCTBHIO, 00pa3oBaHue rpyObIx pyOIlOB
MOCJIC PEHTICHOTEPAITUH.

Xupypruueckoe HCCEUeHUEe, KPUOAECCTPYKIUS, Jyye-
Bas Tepamus, MEKTPOAUCCEKIHUS U Jla3epHOe yAaJleHue
3¢ (GEKTUBHBI PH OMUHOYHBIX OYarax.

Jis nmedeHuss MHOXKECTBCHHBIX W PEIHIUBHPYFOIIIX
0a3amoM TPUMEHSIOT KOMIUIEKCHBIC METOMBI JICUCHUS C
CHCTEMHBIM BBEJICHHEM [IUTOCTATHKOB, HO TIPU STOM ITUTO-
TOKCHYIECKHH Mperapar OKa3bIBaeT BEIPAYKEHHOE TOKCHYE-
CKOE JICHCTBHE Ha OPTaHU3M OOJIBHOTO.

B TMOCJICAHNE TOAbI B KQUCCTBE TCpAIIMU MMPUMCHAIOTCA
npenaparsl Ipymnsl uaTepdepoHoB. B pesynsrare ambro-
BaHTHOW UMMYHOTEPAITUH OITyXOJIH MOT'YT JIMOO MOIHOCTBHIO
perpeccupoBarh, 100 nHonepadeabHbIe HOBOOOPAa30BaHHMS
MOT'YT IIPEBPATUTHCS B IOCTYITHBIC ISl yaneHus [2].

Pexomenayercs mpoBeJieHUE Kypca Tepamnuu, CXO/-
HOH ¢ JICUCHHEM CKIIepoJepMUH U aTpoduu koxu. [Ipu
aJIOTeIHAX IIeIeco00pa3Ho Ha3HAuCHHE IIperapaToB
[IMHKA, a HMMCIOMIMECS MANMWUIOMBl YOAISIOT XHUPYp-
THYECKUM CIIOCOOOM, KpPHOAECTPYKIIHCH, Ja3epoM.
B.A. Mamaruyk u coaBT. (2008) n3 HanmonamsHOTO
MEIUIIMHCKOTO yHHBepcuTeTa UM. A.A. boromonbma
paspaboTaiu aaropuT™M ICHCTBHI Bpaya B clydae qua-
THOCTHpPOBaHUs cuHApoma [opnuna-T'onena, obecneun-
BaOIIUNA KOMIUICKCHBIA TUATHOCTHYCCKUAN U JICUCOHBIH
MOAXOJl W TOMOTAIOUMUA CO3/1aTh WHAUBUYaTbHBIN
IJIaH JICYCHUS, KOTOPBIH MOXET YJIYYIIUTh, & HHOTHA U
cOepeyb KU3HP MAIHCHTY.

[Monxon k Je4eHHIo OPTOMEIUUYECKON MaToJOTUU HH-
TUBUIYaJICH U TPOBOTUTCS MO CTPOTUM ITOKA3aHUSIM IIPU
Hanmyud edopManuii, MPernsTCTBYIOMNX CaMOOOCITyKH-
BaHUIO U TICPEIBIKCHUIO.

ITox HammMM HaAOIMIOOEHHUEM HAXOMOUTCS IBOE JIETEH C
KIMHAYECKUMH MTPOSIBICHISIMA JAHHOTO CHHIPOMA.

Kinnuyeckune npumepbl:

1. [TarmenTka A., 7 MecsIIEB, MOCTYNUIA C JUATHO30M:
IIOPOK PA3BUTUS KUCTEH U CTOIL.

W3 anamHe3a M3BECTHO, YTO PEOCHOK OT IEepBOW Oe-
PEMEHHOCTH, TEPBBIX CPOUHBIX POJIOB, MPOTCKABIIUX 0€3
ocobeHHOCTeH. PojicTBeHHHKY HATMYKE HACIICICTBCHHBIX
3a00sIeBaHuil OTPUIAOT. PEOCHOK OTCTAaeT B IICUXOMOTOP-
HOM Pa3BHUTHUH.

[Tpu xMHIYECKOM 00CTIeIOBAaHUN Ha KOXKE TYJIOBHIIA —
MMUTMEHTHBIC TIATHA CBETIIO-MaJIMHOBOTO IIBETa (aHAJIOTHY-
HO JIMHUAM bramiko), pacmonokeHHbIe BIOJb KPYITHBIX CO-
CYIMCTO-HEPBHBIX ITyYKOB, M BTSDKCHUS Ha Koxke (puc. 1).

[Tpu ocMoTpe: roJ0Ba HENMPABUIBLHOI (GOpPMBI, C yBe-
JIUYCHUEM JIOOHOW M TEMEHHOM 4YacTel, paciookKeHa 1Mo
cpenneii muauK. OTMevaeTcs aedopMarys yUIHbIX paKo-
BHUH (pHuc. 2).

Och MO3BOHOYHHKA MPaBUIIbHAS. AMIUTUTYA JBUXKE-
HUI B KPYITHBIX CyCTaBaX BEPXHUX KOHCUYHOCTEH HE orpa-
HUYCHA.

Crpoenne neBoi kuctu 0e3 ocobennocreil. Ilpa-
Basi KUCTh: PACIICIUICHHUE MO ISCTHBIX KOCTEH B TPETheM
MEKITAIbIIEBOM TPOMEXYTKE, Oa3ambHas CHHIAKTHIHS
2-3 mayipleB, MepBBIN Majel MpuBeaeH (puc. 3).

AMIUTATYNIA TBHKESHUH B Ta300€IPEHHBIX, KOJICHHBIX H
TOJICHOCTOITHBIX CyCTaBax HE OrpaHUYCHA.
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a 6]
Puc. 1. ITanenTka A., 7 Mec., KOKHbIE TIPOSIBICHUS
cunapoma lopnunHa-l'onblia: NMHUTMEHTHBIC MATHA

M BTSDKCHMSI HA KOKE BEPXHHX KOHEUYHOCTeH (a) u
HWDKHUX KOHeYHocTeH (0)

JleBas cToma: yKOpo4YeHHUE W JaTepajbHas JACBUAIUS
MATOM NJIIOCHEBOW KOCTH, MATHIM Majel OTBEAEH, pac-
LICIUICHHE B YETBEPTOM MEXKIMAJIBIIEBOM IIPOMEKYTKE 10
YPOBHsI TUTFOCHEBBIX KocTeil (puc. 4, a; puc. 5). U3me-
HEHHUH CO CTOPOHBI KOXHBIX TOKPOBOB HE OTMEUaeTCs.
IIpaBas cToma mpeacrasieHa TpeMs naiabuaMu. Bropoit
1 TPETHH Naiblbl B TOJOXKEHUHU MPHUBEICHUS, MEPBBIN
rajen OTBEJEH, pacloyiaraeTcsi M0 THUIBHOW IHOBEpX-
HOCTH CTOTIBI, UMEETCS PACIICTUICHHE B IICPBOM MEXK-
MaJbIeBOM MPOMEKYTKE 10 YPOBHS KIMHOBHUIHBIX KO-
creil. Bropoll maznen pacmnosiaraercsi Mo MOAOLIBEHHON
MTOBEPXHOCTH CTOIBI, UIMEETCS KINHOIAKTHINS CpeaHei
(dananru, crudbarenbHas KOHTPaKTypa B JHCTaIbHOM
Mexdananropom cycrase. [1ox rosoBKkoi BTopoil miroC-
HEBOW KOCTH — KHPOBas MOAYIIKA, CBUACTEIbCTBYIOIIAS
0 MakCHMMaJIbHOM Harpy3ke Ha JaHHBIH CErMEHT TpHu
onope. Cromna 6e3 Harpy3Kd HaxOJWUTCS B IHOJOXKEHUU
cynuHanuu (puc. 4, 6; puc. 5).

Puc. 4. ®oro crTomn manueHTku A., 7 Mec., JieBasl CToma — moJi0-
LIBEHHAs! TIOBEPXHOCTH (), IpaBasi cTona — MOAOLIBEHHAS T10-
BEpXHOCTS (0)

Ha ocHoBanuu pe3syabraroB obcienoBanus u audde-
PEHIMAIbHONW JHUArHOCTUKN PEOCHKY IO COBOKYIHOCTH
KIIMHUYECKUX MTPU3HAKOB YCTAHOBIEH IUArHO3 CHHIpPOMA
T'opnuna-lonbia.

[To moBoxy paciuenyieHus: NpaBoil KMCTH PEOCHKY B
BO3pacTe 7,5 MecCALEB BBINOJIHEHO PEKOHCTPYKTHBHOE

Puc. 2. INammentka A., 7 mec.,
yBeIUUYEHUE JIOOHOH U TeMeH-
HOIi yacreil yepena, nedopma-
L(Yst YIIHBIX PAKOBHH
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Puc. 3. Penrrenorpamma KucTel nanueHT-
k1 A., 7 Mmec., mpaBasi KUCTb: OazanbHas
CUHJAKTHIINS 2-3 NalblIEeB, PacCILEIIeHHe
JI0 ISICTHBIX KOCTEH, npuseneHue 1 naib-
11a, JIeBast KHCTh 0€3 0COOCHHOCTEH

MSTKOTKaHHOE BMEIIATEeNIbCTBO, HAIIPABICHHOE Ha (hOpMH-

pOBaHHE HOPMAJILHOIT aHATOMUH ¥ BOCCTAHOBJICHUE (DYHK-
MY KOHEYHOCTH.

Puc. 5. PentreHorpaMmsl cton nmauumeHTkH A., 7 Mec., JeBas
cToma: yKopoueHue 5-if IUII0CHEeBOI KOCTH, 5-# manel oTBe/eH,
paclIEIUICHUE B MTOM MEKIAIbLEBOM IIPOMEKYTKE JI0 YPOBHS
IUTIOCHEBBIX KOCTEH; TpaBasi CTONA B IOJOKCHUH CYNUHALMH,
BTOPOW M TPETH Majblibl B MOJIOKECHUU TIPUBEICHMUS, TIEPBBIN
naJjier; oTBeJieH. PacleruieHue B epBOM MEXIaIbLEBOM MpPO-
MEKYTKE 710 YPOBHS KJIMHOBUIHBIX KOCTEH

B Bo3pacte 1,5 et B CBsI3U ¢ 3aTPyIHCHHUEM MMOI00pa
W HOLICHUS 00yBH, HEYCTOHYMBOCTHIO B OHOpPHYIO (hasy
miara rfanyeHTKe ObUIM BBINOJHEHBl PEKOHCTPYKTHBHBIC
BMeIaTeIbCTBA HA CTONAX.

Ha neBoii cTome mn3-3a 3HAYNUTEIBHOTO YKOPOUCHHMS
IISITOM TUTIOCHEBOW KOCTH M DIIyOOKOTO paclieIuIeHHs Ha-
PY’KHOTO MEKIAIbIIEBOTO MPOMEXYTKA MPONU3BEICHO yaa-
neHne nAToro Jyva. CyXoKuime KOpOoTKOH MamoOepIioBoit
MBIIILBI TPAHCIIOHMPOBAHO HA HAPY’KHBIM Kpail pe3ennpo-
BaHHOH KyOOBHIHOM KOCTH.

Ha mpaBoii crore BBITIONHEHO (HOPMUPOBAHUE MEPBO-
IO MEXIAJbLEBOIO MPOMEKYTKA C YCTPAHEHHEM paclie-
TuieHus. B kadecTBe KOCTHOTO MOCTHKA MEXAY MEpBOU U
BTOPOW TUTIOCHEBBIMH KOCTSIMH HCITIOJIB30BaH ayTOTpPaH-
crutaHrar, c()OPMUPOBAHHBIM M3 YIAaJCHHOW IUIIOCHEBOU
KOCTH JIeBOH cTorbl. COOIIOICHO COOTBETCTBHUE IIMPUHBI 1
00BbeMa CTOM, YTO MO3BOJIMT PEOCHKY B AAJbHEHIIIEM ITOJTb-
30BaThCsl CTAHIAPTHOH 00yBbIO (pHC. 6).
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a §)

Puc 6. PeHTreHOrpaMMBbI CTOII TTAIIMEHTKH A. TIOCIIE ONepaTHBHO-
T0 JIeueHHs (a — OOKoBast IPOEKIHsI, O — MOJOIIBEHHASI IPOCSKIIHS)

2. IMammentka II., 11 ner, mocTynuia ¢ AWAarHO30M:
BpOXKAEHHAS Ae(hopMaIys KUCTEH 1 CTOI.

W3 amamHe3a W3BECTHO, UTO PEOCHOK OT BTOpPOH Oe-
PEMEHHOCTH, MEPBBIX CPOUHBIX POAOB, IPOTEKABIINX 0€3
ocobenHocreil. O HaJIWYMKM HACIIEICTBEHHBIX 3a00ieBa-
HUI B poAy AaHHBIX HeT. IIpu ocMoOTpe HEBPOJIOIOM BbI-
SIBJICHA 3aJIepKKa ICUXOMOTOPHOTO Pa3BUTHA.

JleBouKka XOJHUT CaMOCTOSITEIbHO, XpOMasi Ha MPaBYIO
Hory. Ha koxke TyJoBHIlla TUIMEHTHBIE IISITHA CBETJIO-Ma-
JIMHOBOTO IIBETa C 3JIEMEHTAaMM TEJICaHTHOAKTa3MH, pac-
MIOJIO’KEHHBIE B OOJIACTH KPYNHBIX COCYIMCTO-HEPBHBIX
ITyYKOB, BTSDKEHHS KOJKHBIX TIOKPOBOB (pHC. 7).

lonoBa HempaBmibHON (DOPMBI, pacrioiaraercst I10
cpexneit muaNH. JIoOHBIE OyTphI yBeMn4eHbl. OTMEUaeTCs
nedopmars yurHbIX paKoBHH.

Och TI03BOHOYHHUKA TIPABIIIbHAS. AMIUIUTYA JABIDKE-
HUH B CyCTaBax BEPXHUX KOHEUHOCTEH HE OrpaHUYECHA.

IIpaBas KHCTh: COCTOSIHHE ITOCIIE OTIEPATHBHOTO JIede-
HUS TOTAJIBHON CHHIAKTUINHA BTOPOTO-TPETHETO MAIBIIEB.
JleBasi KHCTh: COCTOSIHHE IIOCIIE YCTPAHEHHUS! TOTAIbHON
CHUHJAKTHIIMU TPEThEro-uyeTBepTOro nanbiies (puc. 8). Io-
CJICOTICPAIIMOHHBIC PYOIIbl 3TaCTHYHBIC, CMEIaeMbIe, 0e3
M3MEHEHHMs [[BeTa KOKHBIX MMOKPOBOB. Ha yajionHO# T0-
BEPXHOCTH UMEIOTCS] HE3HAYHUTENbHBIC BTSKEHUH KOXKH.

AMIIUTya ABMKEHUH B Ta300€1pEHHBIX, KOJICHHBIX U
TOJICHOCTOITHBIX CyCTaBaX HE OrpaHUYCHA.

JleBas croma mpencraBleHa IByMs Tydamu. Pacrie-
TUTCHUE B TIEPBOM MEKITaJIbIIEBOM IIPOMEXKYTKE 0 YPOBHS
KJIMHOBU/IHBIX KocTel. IlepBblii M MATHI nanblbl MpH-
BepeHsl (puc. 9, 10). InfocHeBBIe KOCTH UITMHHBIE, pac-
ToJIararoTcs Ha OTMHAKOBOM ypoBHe. [IpaBas croma mpen-
CTaBJICHA ISIThIO NAJbLIAMU, BTOPOM M TPETUH NajblLbl B
TOTaNbHOM cuHakTwimu (puc. 9, 10).

Ha ocHOBaHuMM pe3ysbTaroB MPOBEIEHHBIX 00CIe10Ba-
HUH 1 U depeHInaTbHON TMarHOCTHKY NallMeHTKe KIn-
HUYECKHU yCTaHOBIIEH Anarto3 cuuapoma l'opnuna-lomiba.

JleBouKe NPOBEIEHO YCTpaHEHHE PACLICIUICHHS JICBOM
cTonbl ¢ JOpMHUPOBAHHEM KOCTHOTO MOCTHKA MEX/TY TIEPBOH
W TIATOH TUTFOCHEBBIMU KOCTSIMHU C WICIIOJIB30BAHHEM KOPTH-
KJIFHOTO KOCTHOTO aJUTOTPAHCIUIAHTATA IUIS PACIINPCHUS
TIEPEIHETO OT/IeNIa CTOIIBI, YCTPAaHESH!S TIPUBEACHNS TTATbIICB
1 YITy4IIeHUs] BOSMOYKHOCTEH B TTOIO0OpE M HOIICHHUH O0YBH.

Heo0xoaMM0O OTMETHTh, YTO CpPOKH TPIIKHBICHUS
KOCTHBIX TpPAHCIUIAHTATOB y O0EUX MaIMeHTOK ObLIH
CTaHJapTHBIMH. 3a)KUBJICHUE [TOCICONEPAIIHOHHBIX paH (B
o0JacTh pa3pe3oB He MOMa1aid U3MEHEHHbIE KOXKHBIE T10-
KPOBBI) OBIJIO IEPBUYHBIM HaTsSHKEHHEM, 0e3 TPOPHUIECKUX
HapyIIEHUH, B OOBIYHBIE CPOKH.

Puc. 7. INaunentka I1., 11 1et, KOKHbIE NPOSBIEHUS CUHIPOMA
Topnuna-T'onbla: MUrMEHTHBIE TSITHA U BTSHKEHUS Ha KOXke Oeipa
(a) u mneya (6)

Puc. 9. ®oro cron nanu-
entku I1., 11 net, ThUIb-
Hast IOBEPXHOCTH CTOIT

Puc. 8. ®oro kucreit naruentku I1., 11 yer: neBas KUCTh — CO-
CTOSIHUE I10CJIE€ ONEPATHBHOIO JICYEHHs TOTAIBHON CHHIAKTHIMU
3-4 nanbles (a), mpaBasi KUCTh — COCTOSIHUE MIOCJIE ONEPATUBHOTO
JICUCHUSI TOTAJIBHON CHHIAKTUIINK 2-3 maibiies (0)

Puc. 10. CiupanbHas KOMITbIO-
TepHast Tomorpadus  JeBOit
crombl mamuentku 1., 11 aet
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3AKJIIOYEHUE

Ilopoku pa3BUTHA KHUCTEH U CTON MOTYT BCTpEUaThCst
KaKk B BHJC M30JIMPOBAHHBIX AHOMAJHH, TaK W SIBISATHCS
NPOSIBIICHUEM DAa3IMYHBIX TEHETHUECKHX 3a00JICBaHHM.
CoueTaHne CUHJAKTHINH MAJIbIEB KUCTU U pacllelIeHUs
CTOI C U3MEHEHHEM LIBETa KOXKHBIX TIOKPOBOB B BUE IIIH-
POKHX T0JI0C (aHAJIOTHYHO JIMHMAM biamko), pacrono-
KEHHBIX MO XOAY KPYNHBIX COCYANCTO-HEPBHBIX ITYUKOB,
KOKHBIMH BTSDKCHUSIMH, OITYyXOJIEBUAHBIMH OOpa30BaHUs-
MH, YBEJIHMUYCHUEM JIOOHBIX OyrpOB M JPyrUMU W3MEHEHH-
SIMM JTa€T OCHOBAaHHUE IOA03PEBaTh y MAllMUEHTa CHHAPOM
lopnuna-T'onbua, uro TpeOyer yrryOaeHHOTO HEBPOJIOTH-
YEeCKOT0, COMaTHYECKOTO M TEHETHUECKOTO 00CIeI0BAHMUH.
Xupypruueckoe BMENIaTeIbCTBA 1O TTOBOLY OPTOIEIIYe-
CKOM MaToNoruu y AaHHOH Kareropuu OONBHBIX JIOJKHO

MPOBOAUTHCS B COOTBETCTBUH ¢ OCHOBHBIMH IIPHUHIUIIAMH
JIeYEHUsI IETel C OpTONeJUIeCKUMH 3a0071€BaHUAMHY, ITPU
3TOM HEOOXOAMMO NMPHHUMATh BO BHUMaHHE XapakTep U
CTEIEHb IIOPaXKEHUs IPYTrUX OpraHos U cucteM. Hair onsit
JICYEHUS [BYX IAUCHTOB C TAKUM PEIKUM I€HETUYCCKUM
3aboneBaHueM, Kak cuHapoM [opiuHa-Tonbia nokassiBa-
€T, YTO IPHU COONIONEHUN XUPYPIUIECKOH TEXHUKH PUCK
OCJIOKHEHHUI ONEPATUBHOTO JIEYEHHs HE ITPEBBIIIAET Ta-
KOBOM IIpU M30JIMPOBAHHBIX NOpokax. HacTopoxeHHOCTH
B OTHOILICHUU HACJICACTBEHHOU COYETAHHOM IATOJIOTUH U
CBOEBPEMEHHOE MEIUKO-T€HETUYECKOE KOHCYIBTUPOBA-
HUE MO3BOJISIOT BBIABIATH HACIEICTBEHHBIE CHHJIPOMBI,
YTO BaXXHO JJIsI ONPENENICHNs] MPOrHO3a 3a0oieBaHus U
BBIOOPA TAKTUKH JICUCHHUS.
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