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IIpeacTaBnaeH KAMHMYECKMII CAYYal ONePATUBHOIO M KOMIIAEKCHOTO KOHCePBAaTUMBHOrO AedeHus nagneHTKu 11 net ¢ cunppomom Hajdu —
Cheney co MHO>KeCTBEHHBIMM [TEPENOMAMM [TO3BOHKOB I'PYAHOI'O U MTOSICHUYHOTO OTAeA0B. OCHOBHBIMM M 3HAYMMBIMM [TPOSIBAEHMSIMI AQH-
HOI'O CMHAPOMa SIBASIFOTCSI OCTEOIOPO3 1 akpoocTeoans. [Tocne moayueHHOM TpaBMbl pebGeHKY ITPOBENN KOPPEKIJMIO TOCTTPABMATHUIECKOM

Aedopmar My Mo3BOHOYHMKA M CTaOMAM3AIINIO T03BOHOYHO-ABUTATEABHBIX CEIMEHTOB ITyTEM YCTAHOBKM MHOIOOIIOPHOM METAANOKOHCTPYK-
MM U3 AOPCANbHOrO MoAXoAa. O TAaNeHHDIN ITOCAEOTIePAIJMOHHBIV [TEPMOA COITPOBOXKAANCSI OTCYTCTBMEM (POPMUPOBAHMSI KOCTHOTO OA0KA,
PasBUTMEM KOHTAKTHOrO k1po3a 1 CKOAMOTHYeCKOV AepopMarjyert TO3BOHOYHNKA, TOTPeOOBaBIIMMI TPOBEAEHNSI AOTIONHUTENBHOI'O OIepa-
TUBHOT'O BMELIATEABCTBA B 00beMe YBeANYEH VST [IPOTSIKEHHOCTY MeTaANouUKcamnn 1 Koppekiny copMr1poBaBIIerocst uckpusaenust. B cra-
The MTOAPOGHO OIMMCAHBI KAMHUYECKIE TPOSIBAEHMSI CMUHAPOMA, PE3YAbTATBI XMPYPrU4eCKOT0 NAedeH Vs, KAMHUKO-Ay4eBble XapaKTePUCTUKNA.
Karouessrie cnosa: cuaapom Hajdu — Cheney, HecTaGMABHBIN [TepenoM MMO3BOHOYHMKA, KOMIIPECCMOHHBIN [TI€PENOM TO3BOHOYHMKA, AaKPO-
OCTEOAN3, OCTEOIOPO3.
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SURGICAL TREATMENT OF A PATIENT WITH MULTIPLE FRACTURES OF THE THORACIC AND LUMBAR VERTEBRAE
ASSOCIATED WITH HAJDU - CHENEY SYNDROME
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A clinical case of surgical and multimodal conservative treatment of an 11-year-old female patient with Hajdu — Cheney syndrome with

multiple vertebral fractures in the thoracic and lumbar spine is presented. The main and significant manifestations of this syndrome are os-
teoporosis and acroosteolysis. After the injury, the child underwent correction of posttraumatic spinal deformity and stabilization of spinal
motion segments by a placement of multi-anchor instrumentation through a posterior approach. The long-term postoperative period was

characterized by the absence of bone block formation, development of distal junctional kyphosis and scoliotic deformity, which required

additional surgical intervention in the amount of elongation of instrumentation and correction of the developed curvature. The paper de-
scribes in detail the clinical manifestations of the syndrome, the results of surgical treatment, and clinical and radiological characteristics.
Key Words: Hajdu — Cheney syndrome, unstable spine fracture, vertebral compression fracture, acroosteolysis, osteoporosis.

Please cite this paper as: Vissarionov SV, Filippova AN, Zhurbitskaia MV, Khusainov NO, Belyanchikov SM. Surgical treatment of a patient with multiple
fractures of the thoracic and lumbar vertebrae associated with Hajdu — Cheney syndrome. Hir. Pozvonoc. 2019;16(1):25—31. In Russian.

DOI: http://dx.doi.org/10.14531/s52019.1.25-31.

CungpoM Hajdu - Cheney oTHOCHT-
€ K PEIKUM T€HETHUECKUM 3260J1€Ba-
HUAM, IEPENABAEMBIM 10 AYTOCOMHO-
JOMUHAHTHOMY THITy. BriepBble JdHHBbIH
CUMITOMOKOMIUIEKC onucanu Hajdu
u Kauntze B 1948 1. KaK nposBicHUE
KPAHMOCKEIETHO IUCIUIA3KH, B 1965 T.

Cheney no0aBWI B ONUCAHUE 3260MI€BA-
HUA aKpooCTeonus [1].

V13BECTHO, UTO CUHIPOM BBI3BIBACTCA
TeTEPO3UTOTHBIMU MYTALUAMH B T€HE
Notch2 [2]. CurHaT OT 3TOTO T'€Ha CYu-
TA€TCS OJHUM U3 OCHOBHBIX IyTEH,
KOHTPOJIHUPYIOIUX MUPOKHUI CIEKTP
BAKHBIX NIPOLIECCOB 3MOPHOHANBHO-
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ro passuTusd. 1103TOMY HEYAUBUTENIb-
HO, YTO MYTAIIUM B I'€HE, KOAUPYIOMEM
peuentopsl Notch WM JTUTaHABL, TPU-
BOJAT K PA3TMYHBIM BPOXKICHHBIM HAPY-
IMEHUAM. OlIHOBpCMCHHO C 9THUM B JINTE-
PAaType €CThb JJAHHBIE O CIIOPA/IUUECKUX
CIy49adaX BOSHUKHOBCHUSA CHUHIPOMA
Hajdu — Cheney [3].
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Jlnd OnuCcaHusg CUHAPOMA UCIIOB3Y-
I0TCSL PA3/IYHbIE TEPMUHBL, B TOM YUCIIE
CUH/IPOM aKPOOCTEO0JN34, APTPOJICHTO-
JUCILUIA3US, HACIEICTBEHHAS OCTEOIH-
CIIA3Us C aKPOOCTEOIU30M, KDAHUO-
CKEJETHAS JUCIUIA3US C aKPOOCTEOIIH-
30M, CEMENHAA OCTEOAUCILIA3NA. B Mupe
M3BECTHO 122 maiuenTa ¢ JaHHOM MaTo-
norueit. [TogpoOHOE ONUCAHUE XUPYPTH-
YECKOrO JIEUEHUS MIEPeNoMa O3BOHOY-
HIKA y TTAIJUEHTA C JAHHBIM CUHJPOMOM
BCTPEYAETCS OUH pa3. B oTeuecTBeH-
HOW JUTEPAType pabdoT, MOCBAMECH-
HBIX 4HAJHU3Y PE3YAbTATOB JECYECHUA
gerert ¢ curppomoM Hajdu — Cheney,
HE OOHAPYKEHO.

CUH/IPOM TPOSBISIETCS B PAHHEM
JETCKOM BO3DPACTE, XdPAKTEPUIYETCA
HAPACTAHUEM U YCYTYOJIEHUEM KIMHU-
YECKUX MPOABIEHUN B IIPOLECCE POCTA
W Pa3BUTHA PEOEHKA. BepymuMu CuMI-
TOMAMH YaIle BCETO ABIIOTCA AKPOOCTE-
0713, OCTEOTIOPO3 U YEPENTHO-NULIEBAS
AHOMAJIUSL

JIpyruMy XapaKTepHBIMU YepPTaMU
HATOJIOTHX CO CTOPOHBI KOCTHOH CUCTE-
MBI CKEETA ABIAITCA HU3KHUU POCT
pebeHKa, 1ehOpMALIVH JTUHHBIX KOCTEN
(s-06pa3Has Maj06epPIOBAL KOCTD),
TUIIEPMOOMIBHOCTD CYCTABOB, KOPOTKUE
U MIUPOKUE TAJBbIIBL ehOPMAILIIU O3~
BOHOYHHKA (CKO/NO3, Kno3). Co crTo-
POHBI KOCTE Uepena v CTPOEHUS JINIA
MOKHO OTMETHUTh [UIATUOA3HUIO, MUKPO-
THATUIO, HE3APAIECHUE MBOB YEPEIId,
0a3WIAPHYIO MHBATUHAINIO, BCTABOYHBIE
KOCTHU 4epena, CHHO(PU3, TUIIEPTENO-
pY3M, aHOMAJIMI CTPOEHUSA 3yOOB U IIpe-
IEBPEMEHHYIO UX TIOTEPIO, SMUKAHTYC.
CO CTOPOHBI IPYTUX OPraHOB U CUCTEM
MOTYT HAOMIOAATBCA TTOMUKACTO3 TOYEK,
HEBPOJOTUUYECKUE HAPYIIEHUA, 00Y-
CJIOBJICHHBIE OA3WISPHON MUMIIPECCH-
€r (0T NUPAMUIHON HEAOCTATOUYHOCTH
[0 CIIACTUYECKOTO TeTparnapesa), CeH-
COHEBPAJIbHAA TYTOYXOCTb, BPOXK/ICHHBIE
TIOPOKH PA3BUTHA CEPAEUHO-COCY/H-
CTOI CHCTEMBI, TUpCyTU3M [4, 5]. [Tomu-
MO BBIIIETIEPEYUCTIEHHBIX XAPAKTEPHBIX
IPOSBJIEHUN CUHAPOMA, TIPU AHAJIU-
3€ KIMHUYECKUX CTY4aeB, ONMMCAHHBIX
B MHUPOBOH JINTEPATYPE, PACCMATPUBA-
I0TCA TAKXKE HECTAOWIBHOCTD U JIECTPYK-
1 MEK(DATAHTOBBIX CYCTABOB, CHPHH-
TOMMENNSA, TUAPOLeDAINS, [ypaIbHAA

9KTA31s, CCHCOMOTOPHAA NIONMMHENPOITa-
THs, MATb(OpMALKA ApHOMBAA — Kuapy,
CIVICHOMET AN, IEPEKTH MEKKETY0Y-
KOBOH U MEXKIIPENCEPAHON NIEPETOPO-
JIOK, KOAPKTAIMS A0PThl, XPOHUUECKAS
TIOYEYHAS HEJOCTATOYHOCTD, TTy3BIPHO-
MOUYETOYHHUKOBHII pedmiokc. Heobxo-
JUMO TOAYEPKHYTH, YTO IIEMUKOM JAH-
HBIN CUMIITOMOKOMIITIEKC BCTPEYAETCH
KPAHE PEKO.

OCHOBHBIMH METOAMU JICYECHUA
nagueHToB ¢ cuagpomoM Hajdu —
Cheney ABIAIOTCA JIEKAPCTBEHHBIE TIPE-
MAPATHl ¥ XUPYPTUUECKUE BMEMIATENb-
crBa [6]. OpHAKO JOKa3aTenbHAsA 6232
KOHCEPBATUBHON TEPANUH aHA60INYE-
CKMMHU NIPENAPATAMU U UHTHOUTOPA-
MH KOCTHO! PE30POIIUU OTCYTCTBYET.
OJHOBPEMEHHO € 3TUM JII060€ XUPYP-
TUYECKOE BMEMIATENBCTBO MO TOBOJAY
KOCTHBIX WIX CYCTABHBIX JE(POpPMAIIHIT
Y 3TUX MAIUEHTOB UMEET BBICOKUH YPO-
BEHb OCIOKHEHHUI 1 PELIUIBA, IOCKOIb-
Ky aKPOOCTEONH3, OCTEONIOPO3 ¥ dHOMA-
JIUY KOJUIATEHA, IPUCYIUE CUHAPOMY
Hajdu - Cheney, npeanonaraor jiu-
TENBHYIO NOCJIEONEPAITUOHHYIO KOHCO-
JUJALMIO KOCTEH ¥ IPOOIEMBI C 32KHB-
JIEHUEM MATKUX TKAHEH.

Lenb nCCneoBaHus — aHAIU3 AUar-
HOCTHUKH Y JIEYCHUA TALMEHTKH CO MHO-
JKECTBECHHBIMU TOBPEXACHUAMH TET
IIO3BOHKOB I'PYAHOTO Y MOACHUYHOTO
OT/EJIOB Ha (DOHE PEAKOTO aYyTOCOMHO-
JOMHHAHTHOTO CKENETHOTO HAPYIIEHNA.

B 2014 r. B wmmky HAJOU v 1L Typ-
Hepa (CankT-IleTepOypr) mocTymmna na-
menTka C., 7 JieT, € kanob6amMy Ha 601
B TPYHOM OTZEJNE NMO3BOHOYHHUKA
C Mppajnanyen B MOACHUYHYIO OOMACTb.
M3 aHamHE34 U3BECTHO, YTO TPABMY
PEOEHOK MOMYYUT IPY MAJICHUN C TUM-
HACTMYECKOTO MAAY4. JIMarHO3 Py NOCTY-
TUICHAN: B3PBIBHOM riepenom Tenma Thy
TI03BOHK4, KOMIIPECCHOHHBIE TEPENO-
Mbl Ths, Thg 1 L; MO3BOHKOB, CTEHO3
MO3BOHOYHOTO KaHata Ha ypoBHe Ths
TIO3BOHKA.

OpronenyecKuil CTaTyC Hd MOMEHT
OOpAIEHNS: IEBOYKA ACTEHUYHOTO KOH-
CTUTYLIMIOHAJILHOTO THUIIA, IPOIOPIIHO-
HAJIHOTO TENOCIOKEHNS; CAMOCTOATENb-
HO HE XOJIUT B CBA3H C BBIPAKEHHOCTHIO
60JIEBOTO CUHAPOMA; TPYAHON KO3
YCWIEH, NOACHUYHBIN JIOPA03 CITIAXKEH,
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OCb NIO3BOHOYHHUKA B IPYHOM U TOSC-
HUYHOM OT/IEIAX HE UCKPUBJIEHA; BBIPA-
JKEHHAs1 O0JIC3HEHHOCTD IIPU ATbIAIINN
OCTHUCTBIX OTPOCTKOB ThS, Ths, Thy, L.

[Ipu ocMoTpe 06pamaioT Ha cebs
BHUMAHHUE HEKOTOPBIE (PEHOTUIINYE-
CKHE OCOOEHHOCTH: HEBBICOKUH POCT,
TUIIEPMOOMIBHOCTD CYCT4BOB, SIMKAH-
TyC, THIEPTPODUUECKAT APTPONIATHS,
TYCTBIE OPOBH, JKECTKUE BOJNOCHI, UIMH-
HBIH TIOJHOCOBOH JKETOOOK.

Ha pentrenorpammax u MPT nos-
BOHOUHHUKA OTMEYAIOTCA JIOKAJIbHBIN
ko3 Ha yposHe Thy MO3BOHKA, OTCYT-
CTBHE TIOSICHUYHOTO JIOPI034, B3PBIBHOM
nepenom mo3BoHka Ths, KOMIPeCCHOH-
Hble niepetombl Ths, Thg 1 L; O3BOHKOB,
CTEHO3 TTO3BOHOYHOTO KAHA/IA HA YPOBHE
Ths mosBoHKa (puc. 1).

HeBponor ouaroBoit HEBPOIOTHYE-
CKO¥ CUMIITOMATHKH HE BBISIBUIL

[Ipu pEHTTEHOIOTUYECKOM UCCTIENO0-
BAHUU 3a(DPUKCUPOBAIN CHIKECHUE TUIOT-
HOCTU KOCTHOU TKAHU TeJ MO3BOHKOB
U €€ pa3pexeHue. ITO MOCTYKHIIO TI0BO-
JIOM IS JICHCUTOMETPHUH C LIETBIO OLICH-
KU IUVIOTHOCTH KOCTHOU TKAHU, UTO BBI-
ABUIO CHIDKEHUE MUHEPATIBHOM IIOT-
HOCTH KOCTHOH TKaHH 10 BCEMY CKETETY
B LIEIOM Ha 13 %, 2 B TOACHUYHOM OT/E-
JI€ TO3BOHOYHKKA — Ha 28 %.

C y4eTOM TAKENIOTO TMOBPEK/ICHUA
MO3BOHOYHHKA, MEXAHUYECKON HECTA-
OWIBHOCTU Ha YPOBHE B3PBIBHOTO TIEpe-
JoMa Th5 II03BOHKA, yIpOXKaWOLEN
HEBPOJIOTUYECKON HECTAOMIBHOCTHU
B 30HE MOBPEKICHUS, CTCHO3d KAHAIIA,
pENIMIA IPOBECTH XUPYPIUYECKOE JIe-
YeHHUE B CPOYHOM Topsaake. B xoze Bme-
IATENBCTBA U3 JOPCATBLHOTO ZOCTYIIA
BBIIIOJHUIN KOPPEKIIUIO NOCTTPABMA-
TUYECKON Ie(pOpMAIIUH, TUKBUAAIILIO
CTE€HO32 MO3BOHOYHOT'O KAHANIA U CTa-
OWIN3AIMIO0 TPABMUPOBAHHOTO MO3BO-
HOYHO-/IBUTATEJILHOTO CETMEHTA TPAHC-
HEAUKYIAPHON METAIOKOHCTPYKIH-
€l B COUETAHUU C 3[HUM JIOKATbHBIM
CIIOHJUJIONE30M.

B remax Thy, Thy, Th, mo3BorkoB
C JIBYX CTOPOH OTHOCHUTEJIBHO JTMHUH
OCTHCTHIX OTPOCTKOB C(hOPMUPOBAIU
KOCTHBIE KAHAJIB 715l OTIOPHBIX AJIEMEH-
TOB METAMIOKOHCTPYKIIH, YCTAHOBU-
JI1 MAPKEPBI, BBIIOIHWIN PEHTTEHONIO-
TMYECKUI KOHTPOJID B JIBYX NIPOCKIMAX.
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Puc. 1

PentreHorpammbl 1 MPT 03BOHOYHMKA MAIMEHTKU C., 7 JIET, CO B3PBIBHBIM IIEPENO-
MOM Ths TI03BOHKA, KOMIIPECCHOHHbIMU TTepenoMamu Th, The u L O3BOHKOB

B cosjiaHHble KaHAJIBI TIPOBENH 6 TPAHC-
IEAUKY/IAPHBIX BUHTOB. TaKyIO IpOTA-
JKEHHOCTb METALTO(UKCAITUN BBIOPAIH
C TIETBIO IEPEKPBITHA 30HBI (PH3UOTIOTH-
YECKOTO KH(03a. TaK KaK MOBPEKICHUA
e mo3BOHKOB Thy 1 Thy HOCHIM KOM-
TPECCUOHHBIN XAPAKTEDP B 30HE TOMb-
KO IEPETHEN KOJIOHHBI, HA YPOBHE 3THX
MOBPEXAECHUN OTCYTCTBOBAN CTEHO3
MIO3BOHOYHOTO KAHAJIA, TI03TOMY MOKa-
32HWI JUI BKJIIOYECHNA MX B 30HY METAI-
nodukcanuu He 6v10. Kpome Toro,
B IIOCIEONEPAITMOHHOM TIEPUOAE TIIa-
HHUPOBATIOCh UCTIOIB30BAHUE KECTKOTO
TUIIEP3KCTEH3MOHHOTO TPYAOIOACHNY-
HOT'O KOPCETA C LEBIO PA3TPY3KU KOM-
MPUMUPOBAHHBIX TIO3BOHKOB I'PYHOTO
U MOACHUYHOIO OTAENO0B [7]. B onop-
HBIC 3NIEMEHTBI YIOKWIN B4 CTEPIKHS,
U30THYTBIX 1O (popMe (PU3HOIOTHYE-
CKOTO IPYAHOTO Ku(034, 3aPpUKCUPO-
BTN UX TAKAMU. BBIIOMHIIN KOPPEK-
[UIO TIOCTTPABMATUYECKON epopMa-
IIUU B TPYAHOM OT/ENE TO3BOHOYHHKA,
BOCCTAHOBWJIM TPYAHON KUPo3. bruma
JOCTUTHYT4 PENO3ULIUA 30HBI TTOBPEXK-
JEHUA, BOCCTAHOBJIEH (PU3NOJIOTHYE-
CKUH IPO(UIb MO3BOHOYHHKA, JTUKBU-
JUPOBAH CTEHO3 MO3BOHOYHOTO KaHa-
J12. BMEIIATeNbCTBO 3aBEPIININ 33 JHAM
JIOKATIBHBIM CTIOH/IIOZIE30M AyTOKOCTBIO

Ha yposHe Th,-Th; mo3BoHKoB. HeBpo-
JIOTUYECKUX HAPYIIEHUH MOCTIE ONEpPa-
IIIH HE OBLIO.

B nmocmeonepanyuoHHOM NEPUOJE M-
IAECHTKA [ONY4A/Ia aHTHOAKTEPHATBHYIO
TEPATHIO B TEYCHUE CEMU THEH, TEMOCTA-
TUYECKYIO TEPANUIO (JULMHOH JBa JHH),
06€36011MBaHNE, NHPY3UOHHYIO Tepa-
nuio. Yepes Tpu JHA NOCIIE ONEPAUU
pe6EHOK BEPTUKANU3UPOBAH. C yue-
TOM MHOXECTBEHHBIX KOMIIPECCHOH-
HBIX TIEPENOMOB MIO3BOHKOB B IPYJHOM
1 TOACHUYHOM OTJENAX, PEOEHKY U3T0-
TOBWIX VH/JMBU/IYAJIbHBIN XKECTKUAN I11a-
CTUKOBbII IUNEPIKCTEH3UOHHBIN KOPCET,
KOTOPBIN PEKOMEH/IOBANHN K HOIIECHUIO
Ha IpoTsKeHnU 18 4 B Teyenue JuA [7].
B Teuenue tpex AHEN IPOXOAMIA A1AN-
TalUA K HOMEHWIO KopceTa. [TannenTka
BBINIMCAHA U3 CTAMOHAPA HA 7-€ CYT
TIOC/IE ONEPAINNL.

[locne XUpPyprudeckoro JN€4eHus
pe6eHKy ObUIO0 HA3HAYEHO KOHCEPBA-
TUBHOE JICUECHUE: OTPAHUYUTEIbHBIN
PEXUM, UCKIIOYAS TTOJNOKEHUE CHAM,
Ne4e6Had (PUBKYIBTYPA, HAIPABICHHAA
HA YKPEIIEHUE MBI CIUHBI ¥ OPIOMI-
HOTO TPECCA, HOMEHHUE KECTKOTO (PyHK-
[IMOHAILHO-KOPPUTHPYIOMETO KOPCET4,
ITABAHKE Yepe3 4 MeC. OCTIE ONEPAITUHL.
B ¢BA3M ¢ HU3KOW MUHEPATbHOMN ILIOT-
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HOCTBIO KOCTHOW TKAHH, BBIABICHHOUN
NPH JICHCUTOMETPUH, OCHOBHOU KypC
KOHCEPBATUBHOTO JICYEHUS TIPOBOJU-
7 Ha (poHE Tepanuu 6UCPOoCcPoHaTAMU
(1 pa3 B 3 MeC. B/B KaIleJIbHO) HA [IPOTA-
KEHIHY JIBYX JIET, C NOCJIEAVIOMMH Kyp-
camu 1 pa3 B 6 mec.

YunTBIBaA (PEHOTUITMYECKUE OCOOEH-
HOCTH PEOEHKA, TTOZJO3PEHNS Ha CHCTEM-
HBII XdpakTep 32007I€BAHNSA, 4 TAKKE
UMEIOIMKECH MHOXECTBECHHBIE TIEpe-
JIOMBI TEJ O3BOHKOB TIPU HU3KO3HEP-
TETUYECKON TPABME, PEKOMEH/IOBANN
00CTEAOBAHNUE B ME/IUKO-TEHETUYECKOM
neHrpe. [10c1e KOHCYIBTAINN TEHETHKA,
C YYETOM COBOKYITHOCTH CHenuQuye-
CKHX BHEIIHYX CTUTM, COOTBETCTBYIOMIEH
KJIMHAYECKON KAPTHHBI, IIPOBEICHHOTO
TEHETUYECKOTO aHAN34, PEOECHKY ITOCT4-
BIJIM IMarHO3: cunapom Hajdu — Cheney.
B paHHOM Ciyuae onpefeleH ceMen-
HbII1 XaPAKTEP MATONOTUH, TOCKOJBKY
CUHJIPOM JHATHOCTUPOBAH M § MaTe-
PH AEBOYKH, Y KOTOPOH HAOMIOAAINCH
XapaKTEpHbIE KINHUYECKUE U (PEHO-
TUIIMYECKUE OCOOEHHOCTHU (TUIEPTPO-
(buuecKas apTponaTUs, AKPOOCTEOIHN3,
OCTEOIOPO3, CTUTMBI JILIA).

Ha KOHTPOJIBHOM OCMOTpE 4epes
6 MecC. TIOC/IE OTEPATUBHOTO JICUCHHS
pe6EHOK Kanobd He mpeabasan. OCh
NO3BOHOYHUKA NPABUIbHAA, CATUT-
TaJbHBINA NPO(PUIb NPUOMIKEH K (H-
3UOJIOTMYECKOMY. Hareubss HaXOfAT-
€ HA OJJHOM YPOBHE, TPEYTOJIbHUKU
TaTUY CUMMETPUYHBIE, IEPEKOCA TA3a
HeT. Ha peHTreHorpaMmax no3BoHOY-
HHK4 B IIPAMON ¥ GOKOBOH IPOEKIIUAX
Ha (POHE NPOBOJAUMOTO NEYEHNUS MOJIO-
KEHUE METAIOKOHCTPYKIIMH HA YDOBHE
Th,~Th, MO3BOHKOB MPABUIIBHOE, CTa-
ounpHOE (puc. 2). OCh MO3BOHOUHUKA
B IPYJHOM OTAEJE BO (DPOHTANLHON
IJIOCKOCTH HE3HAYUTENBHO OTKIOHEH
BIPABO. B CATUTTAIBHOI INOCKOCTH — (U~
3UOJIOTHYECKNAN KU(PO3 TPYFHOTO OT/IE-
J1a IO3BOHOYHMKA U (PM3HONOTIECKUI
JIOPA03 NOACHUYHOTO oTAead. CTEHO3
TMO3BOHOYHOTO KaHasta Ha ypoBHe Ths
TMI03BOHKA OTCYTCTBYET. OTMEYAETCA BOC-
CTAQHOBJICHHE BBICOTBI TE/A Ly MO3BOHKA
U CHIDKEHHUE BBICOTHI IIEPEAHEN KOOH-
Hbl Te/1a Thg O3BOHKA.

OTCyTCIBUE AKTHBHBIX KO0 Y PEOEH-
Kd, CTAOM/IbHAA KIMHUYECKAA KAPTHUHA,
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Puc. 2

PeHTTeHOrpAMMbI TIO3BOHOYHHKA MTAIKEHTKH C., 7 JIET, BO (DPOHTAILHON U CATUTTANb-
HOI IIOCKOCTSIX Yepe3 6 MeC. [OCIIE TPABMBI

KOPPEKTHOE MONOKEHUE METALIOKOH-
CTPYKIIMH, BOCCTAHOBJICHUE BBICOTHI TENIA
L, T03BOHKA (Ha (OHE JICYCHNST B KECT-
KOM THIEPIKCTEH3NOHHOM KOPCETE)
CT4]IM OCHOBAHUEM [N IPOJOJIKEHUA
KOHCEPBATUBHOTO JICYEHUA U IUHAMU-
4yecKoro HabmogeHud. Ha nportske-
HUH NOCJIEAYIOMUX TPEX JIET P KOH-
TPOJIBHBIX OCMOTPAX B KIMHUYECKON
U PEHTTEHOJIOTMYECKON KAPTHHE OTPH-
[JATENbHON JMHAMUKU HE OTMEYANN.
PebeHOK mony4dan KOHCEPBATUBHOE JIE-
gyeHue (ne4e6Has (PUKYIbTypa €xKe-
JHEBHO, MACCA)K BOPOTHUKOBOH 30HBI
U MOSACHUYHOTO OT/ENA MO3BOHOY-
HUKA KypcaMmu 4 pasa B Ioj, IIaBa-
HUeE). Yepes rof nocie ONepaun pac-
MUPWINA OTPAHUYUTENBHBIA OPTONEN-
YECKUI PEXUM B BUJIE BOSMOKHOCTH
HAXOX/ICHUA B TIOJIOKEHUU cupd. Yepes
1,5 roza nocne XUpyprageckoro BMeIa-
TENLCTBA OTMEHU/IN HOIMIEHHUE JKECTKOTO
TUIIEPIKCTEH3UOHHOTO KOpceTd. PebeH-
Ky C 4aCTOTO! Pa3 B roj NPOBOAUIN
JEHCUTOMETPHIO, OKA3ATENN KOTOPOH,
HECMOTPA Ha IPOBOJAUMOE JICUEHHE OUC-
(hochoHaATAMY, OCTABAIUCH HIDKE HOD-
MbL: B 2015 I. MUHEPAIbHAA IUIOTHOCTD
KOCTHOM TKaHH L, ~L, IO3BOHKOB ObLTa
HIDKE OXUJIAEMBIX 7T JAHHOTO BO3PAC-
Ta Ha 33 %, B 2016-2017 IT. — Ha 24 %.

B cepepune 2018 1., uepes 4 roga
HOCJIE OIEPALUK, Ha OYEPESFHOM KOH-
TPOJBHOM OCMOTPE OTMETUIN 3HAYU-
TEJIBHOE YXYAUICHUE B KIMHUYECKON
KAPTHHE 3200/I€BAHUA. AKTHBHBIX JKAI00
JICBOUKA HE TIPEBABII, O/JHAKO HAOMIO-
JATACD CIIEAYIOMHUE OCOOEHHOCTH OPTO-
HEAUYECKOTO CTATYCA: IPABOE HAJIUIEYLE
BBILIIE JIEBOT'O, OCb [TO3BOHOYHKKA OTKIIO-
HEHA BIPABO B IPYAHOM OTJENE U BIEBO
B O0JIACTU TPYAONOACHUYHOIO NEPEXO-
71, YTOJI TIPABOY JIOIATKY BBIIIE JIEBOTO
Ha 2 CM, TPEYTOJIbHUKHU TaTUN aCUMME-
TPUYHBI, IPABbII YITTOJIEH, NEBBI CIIa-
KEH, NIPU TECTE AlaMCa OIPEAEIIETCH
PEOEPHBIN TMOGYC 2 CM, B CATUTTATBHOM
IpoQuIe YCUIEHHE IPYAHOTO KU(PO32.

JJaHHBIE PEHTIEHONIOTUYECKOIO
u KT-uccnenoBanmii OKA3aJIH, YTO [0JI0-
JKEHUE META/UIOKOHCTPYKIMU U TPAHCIIE-
JVIKYJSIPHBIX OTOPHBIX 37IEMEHTOB B TEMAX
110380HKOB Th, Th, Th- ¢ 1ByX cTOPOH
IP4BUIBHOE, CTa6uabHOE. OTMEYE-
HO BOCCTAHOBJICHUE BBICOTHI Tema L
MIO3BOHKA, YBEJIUYECHUE BBICOTHI TEd
Thy TO3BOHKA 110 CPABHEHHUIO C PEHTTE-
Horpammamu 2014 r., pe3Koe CHIKEHUe
BBICOTHI Tea Thg MO3BOHKA U HATMYKE
KOHTAKTHOTO KU(PO32 HIXKE YCTAHOBJICH-
HOM MeTaJUIOKOHCTPYKIMK. Bennanna
NPABOCTOPOHHEN I'PYAHON CKOJIUOTHU-

28

yeckowt gyru Thy=Th; 5 — 25° 1o Cobb,
JIEBOCTOPOHHEY I'PYAONIOACHUYHON JyTH
Th“—L5 — 10 21° mo Cobb. YBemdyenne
rpygHOro kugosa — 1o 54° no Cobb.
OrcyTeTBrE KOCTHOTO OJI0KA BOJD CIIH-
HAJTLBHOTO UMIUTAHTATA (PUC. 3, 4).

JleHCUTOMETPUYECKOE UCCTIEIOBAHUE
OTIPEAENUIO, YTO MUHEPAIbHAS ILIOT-
HOCTb KOCTHOH TKaH# L;-L, MO3BOH-
KOB HIDKE BO3PACTHON HOPMBI HA 18 %.
Taxum 06pa3oM, Ha (POHE KOHCEPBATHB-
HOT'O JIEYEHUS OCTEONOPO3d OTMEYCHA
TIOJIOKUTENbHAA JMHAMUKA B BUJIE YBE-
JIMYEHUS TIOKA3aTENEN TNIOTHOCTH KOCT-
HOH TKaHU.

[Tom00HAs KIMHUKO-PEHTTEHOJIO-
TUYECKAS KAPTHHA, BO3HUKIIAS Yepe3
4 TO[1a TIOCTIE OTIEPAIIUH, BEPOSITHEE BCE-
Io, CBSI3aHA CO CKAYKOM POCTa pPeOEH-
Ka (32 IOCIEIHUY TOJ] IEBOUKA BBIPOC-
712 HA 6 CM) U YCTAaHOBJICHHOMN METAJLIO-
KOHCTPYKIHEH, KOTOpas HE MO3BOIUIA
BOCCTAHOBHUTb BBICOTY TeJd TIOBPEKICH-
Horo Thg MO3BOHKA HA (POHE KOHCEP-
BATUBHON TEPAIUH, 4 HAPOTHUB, YXY/-
IIUJIA €TO COCTOSHUE B CBA3U C BbIPA-
JKEHHOW HAIPy3KON Ha HUKENEKAUN
MIO3BOHOYHO-/IBUTATEIbHBII CEIMEHT.
Kpome Toro, He MOCNEeNHIO POb
B KIMHUYECKOH KAPTUHE CHITPANIO OTCYT-
CTBHE 32JJHETO KOCTHOTO OJIOKA BIOJb
METAIOKOHCTPYKLIUAL

YUUTBIBAS BO3PACT PEOCHKA, HAIYKE
CKOJIMOTUYECKON Ae(hopMaIy MO3BO-
HOYHHUKQ, OTCYTCTBHE BOCCTAHOBJICHUA
BbICOTHI Teaa Thg MO3BOHKA U IIPOrpec-
CHPYIOIIETO KOHTAKTHOTO KM(PO32 HIKE
PACIIONOXEHNSA METANIOKOHCTPYKIMH,
4 TAKKE 33JIHETO KOCTHOTO OI0K4, TOCIIE
XHAPYPIUYECKOTO JICYEHUSA MAITUEHTKE
pEemuIn NPOBECTU ITANHYIO PEKOH-
CTPYKTUBHO-IUTACTUYECKYIO OIEPALINIO
Ha IO3BOHOYHUKE.

JleBOYKa MMOCTYIIMIA HA XUPypruye-
CKOE JIeYEHHE B 0OOBEME ITAITHON KOp-
pexuun geopMaliu NO3BOHOUHUKA,
YCTAHOBKH JIOTIOJIHUTEIBHBIX ONOPHBIX
3JIEMEHTOB METAUIOKOHCTPYKIAY HIKE
YPOBHA KOHTaKTHOTO KU(O03a, KOPPEK-
MU UMEIOIIENC iehOPMALUU U CO3/a-
HUS JOIOMHUTEILHOTO KOCTHOTO OJI0KA.
[IpoBeaEHO NONMHOE NPEAONEPALUOHHOE
00C/IeIOBAHHE,

Bo BpeMS XUPYPrUYECKOTO BMEIIA-
TENbCTBA YCTAHOBUIM JOMOTHUTEND-
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Puc. 3

PeHTreHorpaMMbl IO3BOHOYHHKA AUEHTKY C., 11 JIET, BO (PPOHTATIBHOI 1 CATUTTANb-
HOI IJIOCKOCTSAX YepPE3 4 rofja MOCIE TPABMBL: KOHTAKTHBINA KU(PO3, CKOMUOTHIECKAS
JedopManys NO3BOHOYHUKA

e

'-{“ Sy

Puc. 4

KT nosBono4HnKa manueHtky C, 11 j1et, 9epes 4 roga mocie TpaBMbl: KOHTAKTHBIN
KO3, CKONMUOTUYECKAA Ae(hOPMALUA TO3BOHOYHUKA, OTCYTCTBUE C(DOPMUPOBAHHO-
IO KOCTHOTO OJI0KA BJJOJIb METAJUIOKOHCTPYKLIN
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HBIE TPAHCIIEAUKYIAPHBIE ONOPHBIE
3IIeMEHTHI B Te0 Thy MTO3BOHKA C JIBYX
CTOPOH OTHOCHUTENBHO LIEHTPAIBHON
JIMHUAU OCTUCTBIX OTPOCTKOB, BHIIOJ-
HWIN IEPEMOHTUPOBKY 33JHEN MHOIO-
OIIOPHON KOPPUIUPYIOMEN CUCTEMBI
C Y4ETOM BO3PACT4 U Beca pedeHKa. Bee-
'O YCTAHOBWJIM 8 ONOPHBIX 3JIEMEHTOB
METAJUIOKOHCTPYKIINY, B KOTOPHIE YIIO-
KWIU CTEPXKHHU, U30THYTHIE 110 (PU3HO-
JIOTHIECKOMY PO(IIIIO O3BOHOYHHKA,
OCYILECTBIIA KOPPEKLMIO UMEIOLIEIC
JeopManuu U CTa6WIN3AIUIO0 TOCTUT-
HYTOI'O PE3Y/IbTATA. BBITOMHIWIN 33AHUN
JIOKA/IbHBIN CIIOHAWIOZAES dyTOKOCTBIO
(puc. 5).

[Toce OnepaTUBHOrO JICUEHUS IPYA-
HOH Kr(po3 ucnpasnieH 10 34° no Cobb,
BEJIMYMHA OCTATOYHO! IIPABOCTOPOH-
HEU I'PYAHON CKOJMOTUYECKOU AYIU
Thy-Th;, - 7° mo Cobb, neBocTopoH-
Hewt nosicHiaHou ayru Thy -1, — 10 9°
1o Cobb. Onepanus npomnuia 6e3 0CIoX-
HEHU, peOCHKA BEPTUKIIUZUPOBAIN
Ha 3-U CyT n0cie onepauuu. Ha 7-e cyr
W3TOTOBYIN MH/IUBUAYATbHBIN KOPPUTH-
PYIOIIIT KOPCET, MAUEHTKY B CTA0MIIb-
HOM COCTOSIHUH BBIIUCAJIA IOMOIA.

Yepes 8 Mec. NOCIE ONEPATUBHOTO
Jie4eHUs B KIMHUYECKON KAPTHHE Ia-
[UEHTKU OTPULIATEIbHON AUHAMUKA
HE OTMEYAETCS, HA KOHTPOJIbHBIX PEHT-
TEHOIPAMMAX TOJIOKEHUE METATIOKOH-
CTPYKIIMH CTA0UIBLHOE, TOTEPHU JOCTHT-
HYTO! KOPPEKLIUY HET.

00cy:xaeHne

CungpoM Hajdu - Cheney saBiserca
JOCTATOYHO PEAKUM 3200JICBAHUEM.
B ero KIMHUYECKYI0 KAPTUHY BXOJST
PA37IMYHBIE YEPETHO-UIIEBBIE IU3MOP-
(bu3MBIL, AHOMANNUU PA3BUTHS OHOP-
HO-JIBUT'ATEIBHOIO AMNAPaTa, HO TAK
WIM WHAY€ BECh CUMITOMOKOMIINEKC
SIBJACTCA PE3Y/IbTATOM HAPYIIEHHUS Pa3-
BUTHUS COCIUHUTENBHON TKAHU B XO/Ie
HMOPHOHAILHOTO PA3BUTHSL.

COr1acHO JUTEPATYPHBIM JIAHHBIM
[8], myranms B rene Notch, moteps 6en-
KOM €10 (DYHKIIH IPUBOJAT K CHHAPOMY
Anamca — OnuBepa, CUHAPOMY AJaru-
Jifl, CIIOH/IUNIOKOCTAIBHOMY JU30CTO3Y
U BPOJKAEHHBIM HAPYIIEHUAM CEpALA,
a MYTALIVS, BbI3BIBAIOIIAS TUIIEPIKCIIPEC-
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Puc. 5

PenTreHorpaMMbl NO3BOHOYHMKA AUEHTKY C., 11 JIET, BO (PPOHTATIBHON 1 CATUTTANb-
HOY IJIOCKOCTAX: PE3YILTAT KOPPEKIMK 1 CTAOWTM3ALUN CKOMMOTUYECKOH iepopMa-
1Y MO3BOHOYHKKA ¥ KOHTAKTHOTO KH(PO32 MHOTOOTIOPHOH METAJTIOKOHCTPYKIIUEN

CHIO KOJMPOBAHHOTO OENK4, IPUBOJUT
K curgpomy Hajdu — Cheney, nonuku-
CTO3y MOYEK, MH(PAHTUILHOMY MUO(DH-
O6pPOMATO3y ¥ CUH/POMY JIATEPAIBHOTO
MEHHHIOLIETIE.

Hepasuue uccinenoBanud (2] noka-
3QJI1, 4TO A6EPPAHTHAA CUTHAINA3AIMA
Notch2 u nocnenyomas runepakTus-
HOCTb OCTEOKIACTOB TECHO CBA3AHBI
C TIATOTE€HE30M KOCTHOTO PACCTPOIICTBA,
HO TOYHBIE MOJIEKY/IAPHBIE MEXAHU3MBI
OCTAIOTCA HEACHBIMU. YCTONYMBAA AKTUB-
HOCTb OCTEOKJIACTOB BO MHOTOM 00Y-
cnoBneHa HakomenueM Notch2 ¢ yce-
4YeHHBIM C-KOHL[OM, KOTOPBIN YCKOPA-
€T YOMKBUTMHUPOBAHUE U JIETPASIALINIO
6enka Notch2.

OKCIEPUMEHTHl Ha MBIMIAX ITOKA3a-
JIH, 9TO TIOTEPS KOCTHOM TKAHU ABJAETCA
BTOPUYHOI 110 OTHONIEHUIO K YBEIMYE-
HHIO OCTEOKIACTOTEHE3A U PE30POLIN
KOCTH M3-32 NOBBLIMEHHO!N 3KCIPECCUH
PELENTOPHOTO AKTUBATOPA AJEPHO-
ro (pakropa xanna B-nmuranaa (Rankl)
Notch2.

Notch2 B CKeneTHON ME3EHXUME
OTPHUIATENBHO PETYAUPYET AUPPEPEH-
IIUPOBKY ME3CHXMMAaJIbHBIX MPEAIIE-
CTBEHHUKOB B OCTEO0IACTDI, U UX A0JIA-

YA NPUBOAUT K IOCTENIEHHON MOTEPE
KOCTHOI MACCBI Y B3pOCJIBIX MBIIIEN [9].

Bonpoce! 0 maToreHeTuYecKkou repa-
1Y, TPOPUIAKTUKE PA3BUTHA U PAH-
HEW IIPEHATAIBHON AUATHOCTUKE JNAH-
HOTO CHH/IPOMA OCTAIOTCSl OTKPBITBIMH.
CymiecTBylomee KOHCEPBATUBHOE JIeye-
HHE ¥ XUPYPIUYECKUE METO/BI ABJIAIOTCA
JIUIIb CUMITOMATUYECKUMU U, KAK TOBO-
PUIOCh PaHEE, HE UMEIOT JIOKA3aTENbHON
6a3bL

B Hacrosmee BpeMmsa aHA60MH-
9eCKasg Tepanus TEPUNAPATHIOM
1 6ucochoHATAMH I TEICHUA OCTE-
OIIOPO3a Y MALUEHTOB C CUHPOMOM
Hajdu — Cheney ncnonns3ayercs, 0HAKO
OTCYTCTBYIOT YETKUE JOKA34TEIbCTBA
TOTO, 9TO 3TO JIEUEHUE IP(PEKTUBHO.
TepumnapaTny yBETUUMBAET MUHEPATb-
HYIO IVIOTHOCTb KOCTHOH TKAHU Y IAIlU-
€HTA C JAHHBIM CUHAPOMOM, OJJHAKO
HE YCTAHOBJICHO, 3AIHUINAIOT I OuC-
(hOCHOHATH U TEPUIAPATHABI OT BO3-
HUKHOBEHHUA MOBTOPHBIX IEPETOMOB.
C BO3PACTOM MONOKUTENBHBIN 3(PPEKT
JIEYEHUs OCTEONopo3a bucdochonara-
MH Y IAIUEHTOB C JJAHHBIM CUHPOMOM
CHIDKAETCA, TOKA3ATENBCTB 00 UX BINA-
HMU HA akpoocTeonns Her [10].
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XUpyprageckoe JIieueH:e COMPSKEHO
€ GOJIBIIUMHY TPYAHOCTAMHU M3-34 BBIPA-
JKEHHOTO OCTEOMOPO3a KOCTHOM TKAHHU.
DTO IEMOHCTPUPYET HAIIE KIMHIYECKOE
HabmozieHye. HeoCIOKHEHHBIN TIEPEIOM
TIO3BOHOYHUKA TIPUBEN K MHOI'OITATTHO-
My XUPYPIrHYECKOMY JIEUCHHUIO B CBA3U
C MIATEILHBIM (POPMUPOBAHUEM KOCT-
HOTO OJI0Ka U Pa3BUTHEM KOHTAKTHOTO
K032 U3-31 UI3MEHEHHO! IJIOTHOCTU
KOCTHOU TKAHHU BCJIEACTBUE OCTEOTO-
pO3a, AakKe HECMOTPS Ha TPOBOAUMOE
(hOHOBOE KOHCEPBATUBHOE JICUCHUE
oucdochoHaTamu.

3axki1oueHue

Y NallMeHTOB JIETCKOTO BO3PacTa
¢ cuazpomoM Hajdu — Cheney mHOXe-
CTBEHHBIE U TSKENBIE EPEIOMBI 103-
BOHOYHMKA MOTYT BO3HHUKATH JJaKe
IpY MUHUMATBHOM MOBPEKIAIONIEM
(haxrope.

JleueHnE HECTAOWIBHBIX TEPENIO-
MOB IIO3BOHOYHMKA Y TIAIVIEHTOB C JaH-
HBIM CHHJPOMOM SIBJISETCS CJIOKHOU
U CEpLE3HOI Tpo6eMoit. [IpoBeicHHOE
XUPYPrUYECKOE BMEMATENBCTBO MOKET
OCJIOKHUTBLCA OTCYTCTBUEM (POPMHUPO-
BAHUA KOCTHOTO OJIOKA B 30HE OIEPAIIN
U IPOTPECCUPOBAHUEM A€(HOPMATUN
B IIPOIIECCE POCTA PEOGEHKA, OCOOEHHO
Ha (JOHE MHOKECTBEHHBIX [IEPEIOMOB
TeJ NO3BOHKOB. Hapymmennsa MeTa6omus-
Ma KOCTHOU U COETUHUTENBHON TKAHEH,
XAPAKTEPHBIE [/ IAHHOTO CUH/POMA,
MOTYT IIPUBECTU K IIOTEPE JOCTUTHYTOM
KOPPEKIUHU B OTJANECHHOM IOCJIEOTIE-
PAaIMOHHOM NIEPUOZIE U NOTPEGOBATH
MPOBEICHUS 3TAITHOTO XUPYPTHYECKOTO
JIEYCHUL

[Ipu OnEpaTHBHOM JICYECHUHN MATIUEH-
TOB ¢ cuHApoMoM Hajdu — Cheney ueo6-
XO[JUMO TIPUHUMATh BO BHUMAHUE OCO-
OEHHOCTH HAPYIIEHNA CTPYKTYPHI KOCT-
HOU ¥ COEIUHUTENBHOM TKAHEM, 4 TAKKE
BJIMAHNE 3TUX HAPYIICHUI HA TEYCHUE
MOCJIEONIEPAITMOHHOTO NIEPUOJA.

Hccenedosanue 1e umeno cnoHcoperott nodoepirckit.
ABmopoL 3GA6NA10M 00 OMCYMCMEUL KOHPAUKMA
unmepeco.
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