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AHHOTaumMA

Axmyanvnocms. Peruusbl nedopMaiiiii HIKHHX KOHEYHOCTEH MOCIIe UX ONEPaTHBHOH KOPPEKIMU Y MALIUCHTOB C I'H-
noochaTeMUIeCKIM PaXUTOM JOCTUTAIOT 95%, 9TO TpeOyeT COBEPIICHCTBOBAHUS IOIXO0/I0B K JICUCHUIO JAHHOU MaTOJIOTHH.
Lenvio uccnedosanus siBUIOCH N3ydeHue 3PPpEeKTUBHOCTH U OE30MACHOCTH ATAITHOTO OMEPATHBHOTO JICUSHH S, BKITFOUAOIIEro
OCTEOTOMHH, IOCJIEIOBATEIBHBIA YPECKOCTHBIN U BHYTPUKOCTHBIN OIIOKMPYIOMNH OCTEOCHHTE3-apMHUPOBAHKE, Y MAlUeHTa
¢ 3aBEPIIEHHBIM POCTOM, CTPAJIAIOIETO X-CIEINICHHOW JOMHHAHTHOU (hopMoii runiodocharemuueckoro paxuta. Mamepua-
J1bl U Memoodwl. [1alieHTy ¢ 3aBepIIEHHBIM POCTOM ¢ X-CHEIUICHHOW JOMHHAHTHOU (opMoii TunodochaTeMUIecKoro paxuTa
B Bo3pacte 21-28 et ObuM BBITOMHEHH! 11 omepanuii Ha HIDKHAX KOHEYHOCTSIX IO TTOBOJY WX BBIPQKEHHBIX MHOTOIUIO-
CKOCTHBIX MYJIbTHANHMKAIBHBIX Ae(OpMaIiii, HEPAaBEHCTBA JINH CETMEHTOB Ha (oHe ocTeoMansiiuu. Ha GepeHHBIX KOCTIX
TIPON3BE/ICHEI OJJHOMOMEHTHBIE KOPPEKIMH C UCIIOIb30BAHIEM OCTEOTOMHUI M BHYTPHUKOCTHOTO OJIOKMPYIOIIETO OCTEOCHH-
Te3a-apMupoBaHusa. Ha KOCTSX rosieHeil BBIIOJHEHBI dTAllHbIE KOPPEKLMU C IPUMEHEHUEM OCTEOTOMMMN, KOCTHOW ayToruia-
CTHKH, MOCJIOBATEIEHOTO YPECKOCTHOTO M BHYTPHKOCTHOTO OJIOKMPYIOIIETO OCTEOCHHTE3a-apMupoBaHus. Pesynvmamuoi.
HepasencrBo uuH 6&aep u rojneHeil ycrpaneHo. Ocu HIDKHMX KOHEYHOCTEH CKOPPEKTHUPOBaHbI B HOpMY. PocT marnuenTa
yBenuumics Ha § cM. OH XOAUT 110 25 THICSY IIaroB B IeHb 0€3 CPEACTB IOMOTHUTENBHOI omopsl. [Ipu HaOmoqeHNnY 3a Talu-
SHTOM B TEUEHHE & JIeT peluIuBOB JieopMauii 1 JPYruX OCIOKHEHHH He OTMEYeHO. Boigod. Hai onbIT CBUIETEILCTBYET
0 BBICOKOH 3(h(heKTUBHOCTH M OE30MACHOCTH 3TATHOTO XUPYPTHUECKOTO JICUSHHsSI C HCTIOIb30BAHUEM OCTEOTOMUIL, UPEeCKOCT-
HOTO M BHYTPHKOCTHOTO OJIOKHPYIOIIETO OCTEOCHHTE3a-apMHPOBAHUS UISi KOPPEKIMU BBIPAYKCHHBIX MHOTOIIOCKOCTHBIX
MYJIbTHANHMKAIBHBIX Ae(OpMalii, HepaBEHCTBA JUIMH KOCTEil HIJKHUX KOHEYHOCTEeH Ha (JOHE OCTEOMAIISIINY Y TTAIIHEHTA C 3a-
BEPIIEHHBIM POCTOM, CTPaJAIOMero X-CleIIeHHOH JOMUHAHTHOH (hopMoii runodochaTeMuaecKoro paxura.

KiroueBble ciioBa: runodpocdaTeMUUecKuil paxut; Koppekius naedopmManuii; HMHTpaMeayUsIpHOE apMHUpPOBaHME,
reHeTHueckoe 3aboaeBanue; peakoe 3aboneBanne
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Long-term outcome of surgical correction of lower limb
deformities with intramedullary reinforcement against
the background of osteomalacia in an adult patient
with hypophosphatemic rickets (rare clinical observation)
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Yaroslavl State Medical University, Yaroslavl, Russian Federation

Abstract

Relevance. Relapses of deformities of the lower extremities after their surgical correction in patients with hypophospha-
temic rickets reach 95%, which requires improved approaches to the treatment of this pathology. The aim of the study was
to study the efficacy and safety of staged surgical treatment, including osteotomy, sequential transosseous and intraosseous
blocking osteosynthesis-reinforcement, in a patient with completed growth, suffering from X-linked dominant form of hypo-
phosphatemic rickets. Materials and methods. A patient with completed growth with an X-linked dominant form of hypophos-
phatemic rickets at the age of 21-28 years underwent 11 operations on the lower extremities due to their pronounced multi-
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planar multiapical deformities, segment length inequality against the background of osteomalacia. Simultaneous corrections
were made on the femurs using osteotomies and intraosseous blocking osteosynthesis-reinforcement. On the bones of the lower
legs, staged corrections were performed using osteotomies, bone autoplasty, sequential transosseous and intraosseous blocking
osteosynthesis-reinforcement. Results. The inequality of the lengths of the femurs and lower legs is eliminated. The axes of
the lower extremities were corrected to normal. The patient's height has increased by 8 cm. He walks up to 25,000 steps a day
without additional support. When observing the patient for 8 years, no relapses of deformities and other complications were
noted. Conclusion. Our experience testifies to the high efficiency and safety of staged surgical treatment using osteotomies,
transosseous and intraosseous blocking osteosynthesis-reinforcement for the correction of pronounced multiplanar multiapical
deformities, inequality in the length of the bones of the lower extremities against the background of osteomalacia in the patient
with completed growth, suffering from an X-linked dominant form of hypophosphatemic rickets.
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BeeaeHune
Tunodocdaremudeckuii paxut (pocdar-nuader;

anen. Hypophosphatemic Rickets; HPR) — coBokym-

HOCTb OP()aHHBIX TEHETHYECKUX 3a00JICBAHUH U3 TPYTI-

Bl TIEPBUYHBIX (HACJICIICTBEHHBIX) TyOyJIomarTuii, xa-

pakTepu3yroImxcs aepexTom peadcopormu dpocdaron

B IIPOKCHMAJIBHBIX KaHAJIbIAX MOYEK, TPOSIBIISTFOLIIXCS

runepdocdarypueit, runodocdaremMucii U BBIPAKCH-

HBIMH PaXUTHYECKUMH N3MEHEHHUSIMH, PE3UCTCHTHBIMU

K 00BIYHBIM H03aM BuTamuHa D [1-3]. PactipocTpanén-

Hocth HPR cocraenser npumepro 1 Ha 20 000 HOBO-

poxnénnbix [4]. [lepBoe coolmieHne 0 paxure, yCTOM-

9iUBOM K BUTamuHy D, cmemano Albright F., Butler

M.A., Bloomberg E. B 1937 rony [5]. Ha ceromusirauit

JICHb W3BeCTHHI creayromue popmbr HPR [1, 2]:

o X-cuerieHHbelil foMuHadTHEIE HPR wnm Gonesus
Ounbpaiita-batnepa-biymbepra  (Albright-Butler-
Bloomberg) (OMIM 307800);

e ayrocomHo-noMuHaHTHEIH HPR (OMIM 193100);

» ayrocomHo-perieccuBHblii HPR (OMIM 241520;
OMIM 613312);

* HPR c runepkansunypueit (OMIM 241530).

T'unodocdaremuaeckmii paxur, CBSI3aHHbBIN
¢ X-xpomocomoii (anen. X-linked Hypophosphatem-
ic Rickets; XHPR), siBisiercst Hanboiee pacrpoctpa-
méHHON Qopmoit HPR [1, 2, 6]. [Ipu XHPR myTarmu
B jokyce Xp22.1 B rene PHEX, xonupyroiem cunTes
(docdar-peryampyromniei roMOIOrHYHOM SHAOTIENTHIA-
3b1 (anen. phosphateregulating endopeptidase homolog,
X-linked), npuBozsAT K HapyIIeHHIO MpoTeosn3a (ak-
Topa pocta pudpodiactos-23 (anen. Fibroblast Growth
Factor 23; FGF23) [1, 7, 8]. ®dopMupyrommiicst n30b1-
tok FGF23 oOycnaBmuBaer penykiuio Harpuii-oc-
(arHbIX KOoTpaHcHopTépoB (auen. sodium-phosphate
cotransporter 2a; NaPi-2a), ciieicTBUEM 4ero SBISICTCS
yrHeTeHne peadcopOuu hocdaroB U pa3BUTHE THITCP-
¢docdarypun u runodocdaremun (Mmenee 0,8 MMOIIB/T)
[1, 3, 6-8]. AKTHBHOCTb IIEIOYHOHN (hocdaTasbl TOBHI-
maeTcs, KaJblUH CBIBOPOTKH, KpearmHuH, pH octa-
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I0TCSI B HOPME, YPOBEHb ITapaTrOPMOHA HOPMAJIbHBIN
WM HE3HAYMTedbHO ToBhImieH [1, 6]. Takxke n30bI-
tok FGF23 nopapnsier skcnpeccuto 1-o-rugpoxkcusa-
36l C TOCIHEyIOIIeH cymnpeccueil HUPKYINpPYIOLIEro
1,25(OH),D, u, Taknm 06pa3oM, KOCBEHHO HHTHOMpPYET
BcacwiBaHMe (hocdaros B kumeyHuke [ 1, 6, 8].

OnwncaHHbBIE MOJIEKYJSIPHO-TCHETHYECKNE, ONOXH-
Muyeckue usmenenus npu XHPR npuBonsr k Hapyie-
HUIO MUHEpAJIN3alii KOCTHOM TKaHH (OCTCOMAIISIIINH),
XPSIIEBOM TKAaHM, B TOM YHCIIE XPAIIEBON IIIACTHHKA
pocra (30HBI pocTa, 3MU(pU3APHON TUTACTHHKH) H, KaK
CJIC/ICTBHE, K HU3KOMY POCTY, 1e(OpMaIHsiIM CKeJeTa,
3HAYUTENIFHO OoJiee BBIPAKCHHBIM B Hanboiiee Harpy-
JKaeMBIX €T0 YacTsX, TO €CTh B HIKHUX KOHEYHOCTSIX
[2, 4, 6, 9]. CrannaprHas tepanus XHPR ocnoBana
Ha OJIHOBPEMEHHOM HAa3HAUYCHUM HEOPraHMYECKHX
(ocdaror u akTuBHBIX Gopm Butamuua D [1, 7]. On-
HAaKoO ONTHUMaJbHBIE 1O3bI (ocdaroB M mpemnaparTon
1,25(0OH),D, ne onpeneneHsl, CymecTBYET PHCK pa3By-
THS BUTaMHH D,-00yclioBIIeHHOr0 He(poKaIbIMHO3a
[1, 10]. Peanuzauusi craHIapTHOTO MEAMKAMEHTO3HOTO
JICYCHUsI HE IPEIOTBPAILACT U HE YCTPAHSIET OCTeoMa-
JSIIUIO, HAJIWYME KOTOPOH SIBISICTCS MPEIOCHUIKON
JUIl BOSHMKHOBCHHSI M IIPOIPECCHPOBAHMS KOCTHBIX
nedopmanmii [1, 6, 11, 12]. [laHHBIC, JOKa3bIBAIOIIHEC
3aMeUICHHE TPOrpecCHpoBaHus JedopMannii HIXK-
Hux koHeuHocredl npu XHPR non BnusiHuem tepanuu
dhocdaramu 1 akTUBHBIME (hopMaMu BUTaMHHA D, 0T-
cyTcTBYIOT [6]. IloaTOMY, COBEPILIEHCTBOBAHUE XUPYP-
THYECKHUX CIIOCOO0B KOppeKIHHu Jedopmaruii 1 KoH-
TpoOJIsi UX mporpeccupoBanus y crpaaaromux XHPR
MAlMEHTOB SBIISICTCS] aKTYaIbHOM.

OCHOBHOI TIPOOJIEMOM  ONEpPaTHBHOTO JICYCHUS
paccMaTpuBaeMOH I1aTOJIOTHH SIBUJIACH BBICOKAsl Ya-
CTOTa OCIIOKHEHUH BOOOIIE ¥ PEIUANBOB JiehopMannii
B YaCTHOCTH, YTO NMOOYAMIO aBTOPOB K ITOWCKY TIpe-
JIMKTOPOB PEUANBOB JeOpMannii U IyTeH peleHus
nmaHHOI npoOitemsr [7, 13]. Tlo MHEHHIO OONBITMHCTBA
CIELHUAIIICTOB, BEICOKHH PUCK pelANBA JehopMannii
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MMEET MECTO IPH BBITIOIIHEHUN KOPPUTHUPYIOMINX XH-
PYPrHYECKHX BMEIIATEIbCTB HA KOHEYHOCTSIX B MEpPH-
OJ aKTMBHOCTH 3MH(HU3apHBIX IIacTHHOK [6, 7, 13].
OnHaKko TpH CyHIIECTBEHHOM IPOTPECCHPOBAHHUU JIC-
(opmManuii, BBIp)KEHHOM HX XapaKTepe W CBSI3aHHOMN
C HUMH yTpo30i HEOOPAaTUMBIX MOCIEACTBUNA AT Cy-
CTaBOB BBHITIOJTHEHUE OPTOIEANIECCKUX KOPPEKIMH TIPH
HE3aBEePIIEHHOM POCTE MOCIe MEKIUCIUIUIMHAPHBIX
oOCyXIIeHHI cuuTaeTcs ornpapaaHHbM [7]. Bombimoe
3HAUCHNE MMEET HE TOJIBKO CPOK OIepanuy, HO U H3-
OpaHHasl TEXHOJOTUS KOppeKnuH. Pesymbrarsl omHO-
MEpPHOT0 aHaJIN3a MIPOTIOPILIMOHAIBHOTO PUCKA PELHIH-
Ba 1o Kokcy mokasaiu, 4To MocTerneHHass KOPPEeKIns
C TOMOIIBI0 TeMINH(U3NoAe3a 3HAYUTEIHHO YyBE-
JUYMBaIa CKOPPEKTUPOBAHHBIM KO3()(HUIMEHT pHCcKa
peunauBa nedopmannun — B 7,0 pas (p = 0,03) [13].
Takum 00pazoM, reMudNIUGHU3MOAE3 paccMaTpUBACTCs
KaK 3HAYUMBIA IPOTHOCTHYECKUH (PAaKTOp peruauBa
nepopmanuii mpu TUNO(ochaTreMUUECCKOM paxuTe.
[To mansBIM crienmanucroB dexepanbHOrO Trocymap-
CTBEHHOTO yupexxaeHus «Poccuiickuil HayyHbIN LHEHTP
"BoccraHoBuTenbHas TpaBMaTOJOrUsl U opronenus”
uM. akagemuka [. A. HnuzapoBa Pocmenrexnoio-
THD) TIPU OIIEPaTHBHOM JICUCHUH JIeOpManuii rojieHn
n Oezpa ¢ MPUMEHEHHEM TOJIBKO YPECKOCTHOTO OCTE-
ocWHTe3a y 62 OONBHBIX BUTAMUH D-pe3UCTCHTHBIM
paxuToM B Bo3pacte OT 4 10 38 JIeT OCIOKHEHUS, Tpe-
Oyroliye TTOBTOPHOH ONepaTHBHON KOPPEKIIUH OCH KO-
HEYHOCTH, UMeIH Mecto y 95% mnauuenrtos [14]. Ilo
pes3yabraraM JIpyroro, Oolee Imo31HEero UCCIIEI0BaHus,
TAKKE HCXOJSIIETO U3 BBIMICYIOMSIHYTOTO HAyYHOTO
LeHTpa uM. akaaemuka [. A. nuzaposa, npumeHeHue
KOMOWHHMPOBAHHOTO OCTEOCHHTE3a — (DUKCATOPOM
WnmzapoBa ¢ TMOKMM HHTpaMeIyJUISIPHBIM TBO3IAEM
(FIN) ¢ rugpokcuanaTuTHBIM OHOAKTHBHBIM ITOKPBITH-
€M — IT03BOJIMJIO 3HAUYUTEIBHO COKPATUTh ITPOJOIDKH-
TEJILHOCTH BHEITHEH (PUKCAIIMU M YMEHBIINTH KOJIHYC-
cTBO ociokHeHui [15]. ITpu 3TOM peunauBUpPYyOLIX
nedopMaluii B 4acTAX KOCTH, YKPETUIEHHBIX HHTpaMe-
IYJUISIPHBIMU TBO3/ISIMH, aBTOPHI He HaOmroman [ 15].

Crenyer OTMETUTb, YTO OOJIBILAS YACTh ITOCBSIIIEH-
Heix XHPR wuccienoBanuii o0namaeT HEIOCTATOYHON
CTAaTHCTHYECKOW MOIIHOCTBIO X YPOBHEM JIOCTOBEPHO-
CTH 3aKJIIOUCHUH JUISl CO3/IaHMsI PEKOMEH AN prueM-
JIEMOM CHJIBL. DTO JeJIaeT HEOOXOAMMBIM JIalbHEHIIIEE
MPUCTAJILHOE M3y4YeHHUE paziuuHbIX acrekroB XHPR
C TOAPOOHBIM  ITPOTOKOJIMPOBAHUEM  ONMDKAHIIMX
1 OTHAJIEHHBIX PE3yJIbTAaTOB JICUCHUS BCEX MALMCHTOB
C JTAHHOM IaTOJIOTHEH C IeNbio 0000MIEHUS B paMKax
cucTeMaTnieckux 0030poB M (OPMHUPOBAHMS HOCTaA-
TOYHO 0OOCHOBAHHBIX, AETAIBHBIX KIIMHUIECKUX PEKO-
MEHIAIHH.

Leanio ucciie0BaHus SBUIOCH N3ydeHUE dPPek-
TUBHOCTH M O€30MIaCHOCTH 3TAlHOTO OIEPAaTHBHOTO
JICUEHHsI, BKIIFOUAOIIIETO OCTEOTOMHUH, TIOCIICI0BATEIb-
HBIIl YPECKOCTHBI W BHYTPUKOCTHBINA ONOKHPYIOLITHIA
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OCTEOCHHTE3-apMHUPOBAHKE, Y MAlMeHTa C 3aBEePLIEH-
HBIM POCTOM, CTpajarIiero X-cHerIeHHOW TOMH-
HaHTHOH (hopMoii TumoochareMUIecKoro paxura.

MaTepman N Metoabl

Marepuaiom il JAHHOTO HCCIICIOBAHIS SBIIIOCH
penkoe KIMHUICCKOEe HAOMIOICHIE, 2 UMCHHO TTAI[UCHT
b., xotopsrit poxmicst 1.03.87. ot Bropoit 6epeMeHHO-
CTH ¥ BTOPBIX POJIOB KecapeBbIM ceucHueM. Craprimii
Opar 3mopoB. Mama mMea HU3KHHA POCT M BapyCHBIC
nedopMalui HIKHUX KOHEYHOCTEH, MPHUYHHA KOTO-
PBIX He ObllIa CBOEBPEMEHHO YTOYHEHA.

3aboneBaHne y MATBYMKA MAaHH(DECTHPOBAIIO B BO3-
pacte 1 roma m 2 mecsueB aedopManusIMi HIDKHUX
KOHEYHOCTEH, KOTOpPBIE OBICTPO MPOTPECCHPOBAIH, HE-
CMOTpSI Ha TIPOBEICHUE MPOPIIAKTHKHE PAXUTa 00BIU-
HBIMHU J03aMH BUTamMuHa D. ¥V peOEHKa HEOTHOKPATHO
BO3HUKAIIM BOCTIAUTEIIFHBIC N3MCHCHHUS B O0IACTH 3y-
00B Ha (poHE Me(PEKTOB IMATH I MHOKECTBCHHOTO Ka-
pueca. B menom emy 10 3-JIETHETO BO3pacTa YIaJuIH
10 3y00B 110 TOBOYy THOMHBIX OCIIOKHCHUIH.

B 1 rox u 7 MecsineB B KIMHUKE JETCKUX OO0JIE3-
Heit SITMMU (ra 6a3e neTckoi KITMHUYECKOW OOIBHUIIBI
Nel, SIpocnaBnb) peGEHKY BIEpBBIE OB YCTaHOBICH
nmuarao3 — (ocdar-guader. HasHaueHO craHmapTHOE
KOHCEPBaTHBHOE JICUCHUE C MpHMEHeHHeM (ocdaToB
u akTUBHBIX (popMm BuTammHa D. [ Bepubukammun
W JIeTaIW3alliu HArHO3a, a TaKkKe BO3MOXKHOU KOp-
PEKIH CXEMBI JICUCHUST MAJIIMKa HANPaBUIA B KITU-
HUKY HACJICCTBEHHBIX M BPOXIEHHBIX 3a00JICBaHHUN
Mocxkosckoro HUW neauarpuu v nerckoil Xupypruu
um. 0. E. Benprumesa, rjae Ha OCHOBE YIITyOIEHHOTO
o0ceoBaHus OBLT IETAM3UPOBAH JHATHO3 — THIIO-
(dochareMIuecKuil paxuT, CBI3aHHBIA ¢ X-XpOMOCO-
Mot (XHPR, 6one3us Onbdpaiira-barnepa-biymbepra).
B stom HUW manpuuk aBaxabl B roj] Nojgyyai cTalu-
OHapHOE KOHCEPBATUBHOE JICYCHUE JI0 8-JIETHETO BO3-
pacra, a manee MPOMOJDKHI HAONMFOIATHCS M JICUUTHCS
B KJIMHUKE neTckux Oomesneit SITMA.

OmHaKo, HECMOTPS Ha TIYHKTYAIBHYIO PCaTU3aIII0
CTaHIaPTHOTO KOHCEPBATHBHOTO JICUCHHS, UMEIIO Me-
CTO CYIIECTBEHHOE MPOrpecCcHpoBaHHE ae(opMarwii,
YTO SIBHJIOCH OCHOBAHHEM JIJISI HX XUPYPTUICCKOH KOp-
pekuuu. B Bo3pactHOM nuanazone ot 9 g0 15 net B op-
TOTICAMYCCKOM OT/ICIICHUH KIIMHUKH JICTCKON XUPYPTHH
SAT'MA Ha GoHE KOHCEPBATHBHOTO JICUCHUS MAIHCHTY
OBLTH BBIMTOJTHEHBI 15 MOCIIen0BaTeIbHBIX KOPPUTHPY-
IOLLUX Ollepallii Ha HUKHUX KOHEYHOCTSIX: 14 — ocTe-
OTOMHH CEIMEHTOB HMIKHUX KOHCUYHOCTEH U DTaIlHBIC
KOPPEKIUH UX Ae(GOopMAaIliii B YCIOBHIX YPECKOCTHOTO
ocTeocuHTe3a; | (3aBepmIaromias) — OCTEOTOMUH Ipa-
BOM TOJICHH, OTHOMOMCHTHAS OPTOTICTUICCKast KOPPEK-
UsT ¥ OCTCOCHHTE3 IMPaBOH OONBIICOSPIIOBOI KOCTH
HEOJIOKHUPYEMBIM CTepKHEM. B anpHeHIIeM cTepKeHb
nepdopupoBar KOCTh, MATKHEC TKAaHU W OBLT yHajiCH.
OCTCOMHETHT, HeCPAIICHUs, BEHO3HBIE TPOMO0IMOO0-
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JINYECKHUE OCIIOKHEHUS HA MPOTSHKEHUU AIUTEIBHOIO
NepHUoJa JICUEHUs] HE BO3HUKIMU. VIMenn mecto peru-
JMBBI M MPOTPECCHpOBaHue Je(opMannii B yCIOBUIX
HE3aBEPLUIEHHOIO POCTA.

B 2008 romy B Bo3pacte 21 rox 6ompHOH b. 06pa-
THIICSL Ha Kadenpy TPaBMaTOJIOTHH, OPTONEANN U BO-
enHo-nosieBot xupyprun SII'MA (na 6aze 'opoxckoit
KIIMHUYECKOH OOJBHUIIBI CKOPOH MEIUIIMHCKON ITOMO-
mu um. H.B. ConoBeeBa, SIpocnasis) ¢ xanodbamu Ha
BBEIpayKeHHBIE OOJIN IIPHU OTIOpe Ha HOTH B 00sactu 000-
HX KOJIGHHBIX CYCTaBOB, IPEUMYILECTBEHHO UX HAPYXK-
HBIX OTJEJIOB, M B OOJIACTH IMPABOTO TOJIEHOCTOITHOTO
CycTaBa, HEBO3MOXXHOCTh XOABOBI, 3HAYNUTEIBHBIC JIC-
(opmarmu Hor. BostbHOII € TpyIOM nepeBUraics ¢ mo-

BrutH BEITIOTHEHBI CTaHJAPTHBIC PEHTTCHOTPaM-
MBI OTHEIBHBIX CETMCHTOB HIDKHHUX KOHCUHOCTEH
B IIPSIMOH U OOKOBOM MPOCKIHIX U C TIOMOIIBIO JIBYX
COCIMHEHHBIX PEHTTCHOBCKUX KacCeT C IUIEHKAMHU
30%40 cM TOMYydYEeHO PEHTTCHOBCKOE W300pakeHHe
MMOTHOCThIO O0CWX HIDKHUX KOHCYHOCTEH W Tasza
B IPSIMOM MPOCKINH (aHAJOT TelepeHTIeHorpadun).
Ha penTreHorpamMmmax aeQOpMHpPOBAHHBIX KOCTEH
HIDKHUX KOHEYHOCTCH BBISBICHBI TPU3HAKH OCTEO-
MaJIILIMM, 30HbI niepecTpoiiku Jloo3epa, ocTeoapTpu-
THYECKHE U3MCHCHHS B 001aCTH Ta300C¢IPCHHBIX, KO-
JICHHBIX, TOJICHOCTOITHBIX CYCTaBOB, OTCYTCTBUE 30H
pocta. [Ins netaabHON OICHKH JeOopMannuii U perie-
HUS 33129 TIPEAONECPANIMOHHOTO IIJIAHHPOBAHUS OBLIH
OTIpe/IeTICHBl U IOKyMEHTHUPOBAHBI CICAYIONINC Tapa-
Metpsl [4, 13, 16, 17]:

1. monokeHWE (GPOHTATBHBIX IMPOCKINN MEXaHHYe-
CKHX OCEW HI)KHUX KOHEYHOCTEH, MPOXOASIIUX OT
LIEHTPOB TOJIOBOK OCAPCHHBIX KOCTEH K CepenHaM
TOJICHOCTOINHBIX CYCTaBOB, OTHOCHUTENIBHO KOJIEH-
HBIX CyCTaBOB — CIIPaBa W CIICBA JJAHHBIC OCH Y T1a-
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Puc. 1. [lepopmuposannvle nudcrue koneunocmu nayuenma b. 6 sospacme 21 200a
lpumedaHus: A — Bug c3aan,; b — sua cnepeau, B — g crpasa
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MOIIBIO ABYX KOCTBUIEH, COBepIlas OJHOBPEMEHHBIN
MepeHoC 00enX HIKHUX KOHEYHOCTEH M COKpaIas
HEepUoJ] ONOPBI Ha HUX. POCT nmanueHnTa Ha TOT MOMEHT
BpeMeHu Obl1 141 oM.

IIpn ¢usukanbHOM 00CIETOBAHUM  ONPEACICHBI
MHOTOIUTOCKOCTHBIC ~ MYJIbTHAITMKAJIbHBIE —Jedopma-
UM KOCTEH HM)KHUX KOHEUHOCTEN, HEPaBEHCTBO JUIMH
HIDKHUX KOHEYHOCTEH M MX CerMeHTOB (cM. puc. 1).
[Ipu sToM mpaBast rojeHs Obla Kopoue JieBoil Ha 4,0
cM, a JieBoe Oeapo kopoue mpasoro Ha 3,0 cMm. Mwme-
Jla MECTO BBIPQKCHHAS] MeIUalibHasi HECTaOMIbHOCTh
000MX KOJCHHBIX CyCTaBOB. AKTHUBHBIC M ITACCHBHBIC
JIBIDKCHUSI B TIPABOM TOJEHOCTOIIHOM CyCTaBe ObLIN
PE3KO OrpaHUuCHbI U OOJIE3HEHHBL.

IIMEHTa MPOCHUPOBAINCH CHAPYKH OT KOJCHHBIX
CYCTaBOB B 30HaX «+3», TO €CTh UMEIH MECTO BBI-
paKeHHBIC BaJbIyCHBIE cMeneHus (pedepeHCHbIN
MHTEPBAJ — IOJIOKCHUE B MEHAIBHON 30HE «-1»,
TO €CTh KHYTPH OT CEPEIHMHBI KOJIEHHOTO CyCTaBa
B ipefenax 50% MMPUHBI MEAUATBEHOTO MBIIIEIKA,
WIN B JIAT€PaJbHON 30HE «+1», TO ecTh KHAPYKH
OT cepeinHbBI KOJICHHOTO cycTaBa B mpenenax 50%
IIMPUHEI JIATEPaTbHOTO MEIIIenKa [4, 13, 16]);

2. MeXaHWYeCKHE JaTepaJbHble MPOKCHMaJbHbIC Oe-
npenssle yriel — mLPFA — cnpaBa — 129°, cne-
Ba — 131° (pedpepencusiii naTepBa — 85° — 95°);

3. MexaHMYecKue JaTepajibHble IUCTaIbHbIC OepeH-
Hble yrisl — mLDFA — crpasa — 95°, cneBa —
93° (petepencHsrit mHTEpBAT — 85° — 90°);

4. MeXaHWYECKHE 3aJHUE HUCTalIbHBIC OCApEHHBIC
yriel — mPDFA — cnpasa — 97°, ciepa — 71°
(pedepencHsrii uaTepBa — 79° — 87°);

5. MexaHW4ecKHe MeJHalIbHbIe TPOKCUMAJIbHbIC THOH-
anbHble yriiel — mMPTA — cnpaBa — 105°, cne-
Ba — 104° (pedpepencusiii narepBan — 85° — 90°);

Patient-Oriented.ru
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6. MexaHuuecKHe 3ajJHUE MPOKCUMAalIbHbIe THOHAJb-
Hble yribel — mPPTA — cmpaBa — 58°, cieBa —
85° (pedepencHsIit naTepBaAT — 77° — 84°);

7. MexaHUuYEeCKHE JaTepalibHble JNUCTaJbHbIE THOM-
anbHble yriel — mLDTA — cnpaBa — 51°, cre-

TPABMATOJNIOTUA N OPTOTMEANSA um

8. MexaHWYecKHe NMepeIHue TUCTATbHbIC THOHAIbHBIC
yroiel — mADTA — cnipaBa — 134°, cieBa — 128°
(pedepencHbiii uaTepBaT — 78° — 84°). CBogHbBIC
JTAaHHBIC O BBIIICYKA3aHHBIX MapamMeTpax MPUBEIC-
HbI B Tabnue 1.

Ba — 57° (pedepeHcHbIit nHTEpBAT — 86° — 92°);

Tabnuua 1. PeHTreHoMopgomeTpuyeckme napamMmeTpbl HKHUX KOHeYHOCTel naumeHTa b. oo u nocne PMO*

PedepeHcHbIN
PeHTreHoMopdomeTpuyeckne napameTpbl

METCDEAY Mocne PMO Mocne PMO
Mono>xeHne poHTanbHbIX NPOEKL NN 30Ha «=1» unun 30Ha 30Ha
MeXaHMYeCKNX 0cen HUKHMUX KOHEYHOCTEN 30Ha «+1» «+3» 30Ha «=1» «+3» 30Ha «=1»
mLPFA 85°-95° 129° 115° 131° 102°
mLDFA 85°-90° 95° 91° 93° 90°
mPDFA 79°-87° 97° 88° 71° 91°
mMPTA 85°-90° 105° 87° 104° 88°
mPPTA 77°-84° 58° 83° 85° 85°
mLDTA 86°-92° 51° ApTpoaes 57° 90°
mADTA 78°-84° 134° ApTpoaes 128° 85°
lMpumedaHme: *Pl1O — peKOHCTPYKTUBHO-M/1aCTUYeCKme onepaumm

Jlnst MHTETrpaIbHON OLIEHKH KaueCTBa KH3HN CAaMHUM
MAIMEHTOM B JMHAMMKE HCIIOIb30BAIM XOPOIIO ceds
3apEKOMEH/IOBAaBUINI reHepudecKkuil onpocHuk SF-36,
BKITIOYAOINH HUKECIIETYIOIIHE TIOKa3aTel .

1. ®wusmueckoe QyHKIMOHUpOBaHUE (anen. Physical
Functioning; PF). Yem Hmxe mnokaszarenb, TeM
OOoITbIIIE COCTOSIHUE 3/J0POBBSI OTPAHUINBACT (PHU3H-
yeckue Harpy3ku. Juamnazon — 0 — 100.

2. PoneBoe QyHKIMOHMpPOBaHUE, OOYCIOBICHHOE
¢usmueckum coctosiHueM (awen. Role-Physical;
RP). Uem HmKe mMoKasarenb, TeM OoJbIne (u3n-
YECKOEe COCTOSIHUE OI'PAaHMYUBACT ITOBCEIHEBHYIO
pOJIEBYIO NESATEIBHOCTh — PA0OTY, BBITIOJIHEHHE
MOBCEIHEBHBIX 00s3aHHOCTEH. Jlnanazon — 0 —
100.

3. WurencusHocts Oomu (anen. Bodily pain; BP) u eé
BIIMSHUE HA MOBCEIHEBHYIO JESTENbHOCTh. YUeMm
HIDKE TI0Ka3aTesib, TeM 0oJIblie 001b OrpaHnYNBacT
aKTUBHOCTH nanuenTa. {uanazon — 0 — 100.

4. Oomee coctosiame 310poBbst (anen. General Health;
GH) — ornenka OOJIBHBIM CBOEIO COCTOSTHHS 3710-
POBbSl B HACTOSIIIUM MOMEHT W IEPCHEKTHB. Yem
HWKe Oail, TeM HIDKe JaHHas oreHka. [lmama-
30H — 0 — 100.

5. Xwuznennas axtuBHOCTh (anen. Vitality; VT) —
OLIYIIEHHE TPHUINBA CUJI U SHEPTUH HIIH HA00OPOT.
Huskue 6amisl CBUAETENBCTBYIOT 00 YTOMIICHUH,
CHIDKEHHUH XKM3HEHHOW akTWBHOCTH. J[namazoH —
0—100.
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6. CoumasnpHoe (¢yHKIMOHUpOBaHUE (amen. Social
Functioning; SF) — crenens orpaHu4eHus COIHU-
aJBHOM aKTHBHOCTH (OOIICHHS) U3-32 (PH3HUECKOTO
WJIN SMOIMOHAIBHOTO COCTOSHUS. YeM Hipke Oa,
TeM Oonbllle JaHHbIC orpaHuucHus. JnamazoH —
0—100.

7. PoneBoe QyHKIIMOHUPOBAHUE, O0YCIIOBICHHOE HMO-
MOHAIBHBIM cocTostHueM (anen. Role-Emotional,
RE). Yem HmKe moKasarelnb, TeM OOJIbIIe 3MOINO-
HaJIbHOE COCTOSIHUE OTPaHUYHMBACT ITOBCEIHEBHYIO
POJIEBYIO JICATEIBHOCTH — PaOOTY, BBIOIHEHHUE T10-
BCEIHEBHBIX 00s13aHHOCTeH. [Iramazon — 0 — 100.

8. Tlcuxmueckoe 3mopoBbe (awen. Mental Health;
MH) — Hamm4ue MOIOKHUTEITBHBIX YMOIAN WU Tpe-
BOTH, ienpeccun. Yem Hike 6aint, TeM OoJbIIe 1ch-
xmaeckoe Heonmaronomryane. [ranaszon — 0 — 100.
CBoJHBIEC TaHHBIC O BBIICYKa3aHHBIX ITOKA3aTEISIX

TIPUBEJICHBI B TAOIHLIE 2.

C 2008 no 2015 ronpl B KIMHUKE TPAaBMATOJIOTHUH

u oprormeauu ATMA-SATMY nHa 6aze OONBHUIIBI HM.

H.B. ConoBbeBa manueHTy B BO3PAaCTHOM JMamna3zo-

He 21-28 ner ObutH BBHIIONHEHBI 11 PEKOHCTPYKTHB-

Ho-Tactiyeckux oreparuid (PTIO) Ha HMKHHX KO-

HeuHOCTsX (1. M. H. JIutBuHOB 1.11.). Mexny sTamamu

PIIO nenanu nepepsIBEl HAa 00yYEHHE MALMEHTA B TEX-

HudeckoM BY3e, KOTOpBIN OH YCHELUIHO OKOHYMI T1a-

paJuIeNIbHO C 3aBEPIICHUEM OPTOIEINYECKUX KOPPEK-

LW, TOMYYMB BBICIICE HMH)XEHEPHO-IKOHOMUYECKOE

oOpa3oBaHwe.

MauneHToopreHTUpoBaHHasa MeanumnHa 1 dapmauma 2023 tom 1 N23 45




m TPABMATONOINA N OPTONEANA

PN

& "o MAUMEHTOOPUEHTVPOBAHHAS
\'\,.P MEOVILIMHA N ®APMALINS
®

Tab6nuua 2. MokasaTenu oLeHKN KayecTBa CBOeN XXU3HM NaumeHToM b. B Bo3pacte 21 roaa (nepep PMO*) n B Bo3pacre
36 net (Yepes3 8 net nocne PMO*) c ucnonb3oBaHMEM reHepn4ecKoro onpocHnka SF-36

lNoka3aTenu kayecTsa XnU3Hu naumneHTta b.

Mepuop XXU3HM N Bo3pacT nauuneHTa b.

Mepepn PMO Yepes 8 ner nocne PMNO
(21 ropn) (36 ner)

1 Dusnyeckoe YyHKLMOHMPOBaHME 30 70

2 Ponesoe dyHKUMOHUPOBaHMe, 00yCcNoBIEHHOE hU3MHECKMM COCTOSIHMEM 50 75

3 VIHTEHCMBHOCTL OONKM 1 €€ BAVSIHME Ha NOBCEAHEBHYIO AeATeNbHOCTL 22 61

4 OOLLee cocTosiHME 340POBbSA 30 92

5 Kn3HeHHas aKTMBHOCTb 40 85

6 CounanbHoe PyHKLMOHNPOBaHme 62,5 87,5

5 PoneBoe hyHKUMOHNPOBaHME, 00yCOBIEHHOE SMOLIMOHANBbHbBIM 66.7 100

COCTOsIHVEM

8 Mcnxmnyeckoe 300poBbe 32 84
lMpumedaHue: *Pl1O — peKoHCTPYyKTUBHO-M1acTUYecKme onepaumm

Ha obGenx OeapeHHBIX KOCTSIX OBLIH MPOM3BEIACHBI
JIBOHHBIC OCTEOTOMHH, OJHOMOMEHTHBIC KOPPEKIHU
nedopManyii B TPEX MIIOCKOCTSX, YAJUHCHUS U BHY-
TPHUKOCTHBIE OJIOKHPYIOIIHE OCTEOCHHTE3bl — APMH-
posanue. [Ipu 3TOM pa3Huna B JyinHEe OeIPEHHBIX KO-
CTEeH CKOpPpPEKTHpOBaHa B MPOLECCE MX JICAHTYIISIINN
3a c4éT OOJNBIIEr0 YUIMHEHHS JEeBOI OelpeHHON KO-
CTH B CPAaBHCHUHU C MPaBoOii (CM. puc. 2).

OT TONHOW KOPPEKIHUU BapyCHOH aedopmaliim
MIPOKCUMAJIBHBIX OTJ/IEJIOB OEIPEHHBIX KOCTEH BO3-
JiepXKaJlnCch, TaK Kak mosiHas xkoppekuust Coxa vara
MOTJIa TMPHUBECTH K CYHIECTBEHHOMY YBCIHYCHHUIO
Harpy3kd Ha NaTOJOTHYECKH H3MEHEHHbBIE Ta300e-

A b
Puc. 2. Penmeenozpammul nesoil 6edpennol kocmu nayuenma b.

JIPEHHBIC CYCTaBBI M3-32 YMCHBIICHHUS B pe3yJbTare
BAJBIU3ALUN PACCTOSIHHS MEXIYy IEHTPOM poTa-
nuu (IEHTPOM TOJIOBKU Oefpa) W JTUHUCH NeHCTBUSA
CHJIBI IIEJIbBHO-TPOXAHTEPHBIX (OTBOSIINX) MBIIIIL,
TO €CTh YMEHBUICHHUS IUICYA CHJIBI JAHHBIX MBI
OTHOCHTEIBHO LEHTPa POTALMU M, CIEAOBATEILHO,
KOMIIEHCATOPHOTO MPOMOPIHOHAIBHOTO YBEIHUCHUS
UX HanpsoKeHHs (MOZYJSl CWIIBI) Ul TOJIEPKaHUS
paBeHCTBA MOAYJSI MOMEHTA CHJIBI MEIbBHO-TPOXaH-
TEPHBIX MBI U MOIYJIS MOMEHTA CHIBI TSKECTH
MAaIeHTa OTHOCUTENIBHO IEHTPA POTAIUH C LETbI0
coxpaHeHus OanaHca (paBHOBECHsI) IPU OIOpE Ha
onHy Hory [17].

B I

MMpyiMedaHus: A — peHTreHorpaMma B psmMovi Mpoekummn 4o onepaumu,; b — peHTreHorpavma B GOKOBOV MpOeKLMM 40 ornepaLmm,
B — peHTreHorpamma B rpsmMori MpoekLmy nocie ABOVIHOM OCTeOTOMUM, KOPPEKLMI AePOpMaLMKI, aHTErPaaHOro BHYTPUKOCTHOMO
briokmpytoLLero octeocuHTesa,; I — peHTreHorpamma B 6OKOBOU NpOeKLmim Mocse ABOVIHO OCTEOTOMUM, KOPPEKLMM AehopMaLinm,
aHTerpPagHoro BHyTPUKOCTHOIO GIIOKMPYIOLLEro OCTEOCHHTE3a
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Puc. 3. Penmeenozpammul nesotl conenu nayuenma b.

lpumedaHus: A — peHTreHorpamma B MpsMOu npoekymm
40 onepaunn, b — peHTreHorpamma B 6OKOBOU MpoeKkymm
[0 onepaunun, B — peHTreHorpamma B 6OKOBOU Mpoekymm
rocsie  TPpoViHOW  OCTeoToMuy  bosbLIebepLioBOM  KOCTH,
OCTEOTOMUM MasiobepLOBOL KOCTU, 3aBEepLUEHMs 3TarnHOM
Koppekuuy — gegopmaumyi € MOMOLUbIO  LUIAPHUPHOIO
annapara Vinuzaposa

Koppekunn nedopmanuii m HHTpaMmemysuIsipHOE
apMHUpOBaHNE KOCTEH TOJICHW IPOM3BOAMIIN ITAITHO
C TIOMOIIBIO OCTEOTOMHUI OOJNBIICOSPIIOBBIX KOCTEH
(crmeBa — TpOITHOM, cipaBa — IBOWHON) M Mao0ep-
IOBBIX KOCTEH, MPUMEHSISI IapHUPHBIE armaparsl Mnm-
3apoBa M MOCIEIYIONIYI0 MMIUTAHTAINIO OJIOKHPYEMBIX
crepkHel (cM. puc. 3 u 4).

[Tpn >TOM Ha TpaBOil TOJICHW KpPOME AEPOTAIHH,
JEAHTYISIIMM W KOPPEKIMH CMELICHUH 110 MIMPHHE
C TIOMOIIBIO MIApHUpHOro armapara Mnusaposa mis
MOJIHOTO YPaBHMBAHMS JUIMH TOJEHEH BBIOJHUIN
JUCTPAKIMIO OOJIBIIEOEPIIOBON KOCTH HA CTEPIKHE 10
nu3BecTHOM TexHoyoruu [18]. U3-3a HemocTaTouyHOCTH
c(OpMHUPOBABIIETOCS JUCTPAKIMOHHOTO pereHepara

b
Puc. 5. Penmeenozpammul npasoii eonenu nayuenma b.

TPABMATOJNIOTUA N OPTOTMEANSA um

Puc. 4. Penmeenocpammul n1egoil 201eHu nayueHma
b. nocne evinonuenus 3axkpvimoeo 8HYMPUKOCHHO20
OnoKUpyIoujeco  0CmeoCuHme3a-apmMuposanius J1e6ot
bonbuLebepy ool KOCmiL:

MpyiMedaHus: A — peHTreHorpamMmMa B PSIMOU MPOEKLMM,
b — peHTreHorpaMma B 6oKoBOV MpoeKkLmm

MIPOM3BENN KOCTHYIO ayTOIUIACTHUKY B 30HE OCTEOTO-
MUU B HIDKHEH TPETH MPaBoil OOIBIIeOepIIOBOM KOCTH
(puc. 5).

Takke ¢ TOMOIIBIO THOMAIBHOTO OJIOKHpPYeMO-
TO CTEpPXHS ITPOM3BEIH 3aKPBITHI apTpose3 MPaBOro
TOJICHOCTOITHOTO CyCTaBa BBHJY €TI0 BBIPDAXKEHHBIX ap-
TPUTHUYECKUX W3MEHEHHH, COMPOBOXIABIIUXCS CHIIb-
HOH 00JIbIO B 00JIACTH JJAHHOTO CyCTaBa IIPpU OIIOpE Ha
Hory (puc. 5).

Bce wuwerblpe uWHTpamenyuIspHbIE KOHCTPYKIHMH
ObUTH OITOKMPOBAHBI BAHTAMHU B CTAaTHYECKOM BapHUaHTe
1 AMHAMU3AIMIO UX HE IPOU3BO/IMIIH, 32 HCKITIOUCHHEM
yAAJICHUS ABYX NPOKCUMAJIBbHBIX BUHTOB M3 JICBOH T0-
JICHU BCJIEACTBHE JIOKAJILHOTO TUCKOM(OpTA.

MMpumedaHus: A — peHTreHorpaMma B MpsMOU MpOoeKUm A0 OrnepaTvBHOMO jevyeHus, b — peHtreHorpamma B 60koBoV
MpoeKUMM O OrNepaTnBHOrO J1e4eHNs, B — peHTreHorpaMma B Npsmowi NpoekLmmy Noc/ie 3aBePLUEHVS ONePaTUBHOIO JIeYEHNS,
[ — peHTreHorpaMma B 6OKOBOW MPOEKLMIM OC/IE 3aBEPLIEHUNS OrepaTBHOMO Ne4eHUs

Patient-Oriented.ru
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WHpEKIMOHHBIX OCIOKHECHUH, HECPAIICHHA, TPOM-
0030B BEH HIKHUX KOHEYHOCTEH y mamueHra b. He
6b110. HepaBeHCTBO JUIMH HIDKHUX KOHEYHOCTEH M MX
CErMEHTOB CKOPPEKTHPOBaHo 110 0,5 ¢M, TOCTUTHYTO Cy-
IIECTBEHHOE YITyUIlICHUE MapaMeTPOB B3aUMOACHCTBHS
MEXaHMYECKUX 1 aHATOMHUUECKHX OCEH 1 CyCTaBOB HIXK-
HUX KOHEYHOCTEH (cM. puc. 6, Tadm. 1). Poct marmenra
yBenuueH Ha 8 cM. [lanmenT cran xoauTs 0e3 KoCThIeH,
HE UCIIBITHIBAS MPEKHNUX OOJIEBBIX OIIYIICHUH.

CornacHo T1aHy HaOJNIOAECHHS MAMEeHT ObLII 0CMO-
TpeH B Bo3pacte 32 JieT, TO eCTh 4yepe3 4 rojaa mnocie
3aBEpUICHUs KOpPpeKnui nedopMannii, WHTpaMemy-
JISIPHOTO OCTEOCHHTE3a M apMUPOBAHUS KOCTEH HIXK-

A b

Puc. 6. Buewnutl 610 HUNCHUX KOHEYHOCMEU NayUeHma
b. nocne 3asepuienus ux koppexyuu 6 opacme 28 nem
lMpumedaHus: A — Bug cnepeau, b — Bua crnpasa

A
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HUX KoHewHocTeHd (puc. 7). OH xoaua 06e3 XpOMOTHI,
0e3 cpecTB JOMOMHUTENBHON onopsl. CoXpaHsnCch
JKaso0bl HA YMEPEHHYIO CTAapTOBYIO OOJIb B CpeIHEM
OT/IeJIE MTPABOW CTOIIBI MTPOJIOIKUTEIEHOCTBIO 10 5 MH-
HyT. IIpy 3TOM NanMEeHT OCYLIECTBISI €XKEAHCBHYIO
JIBUTATCIBFHYIO0 aKTUBHOCTH B 006&Me oT 11 10 15 THI-
CsY IIaroB B J€Hb, B HEKOTOPBIC JHU — JI0 25 THICIY
maroB. [TanueHT jKeHnIcsl ¥ 3aHUMaeTCsl BOCITUTAHH-
€M TPOMX 3JIOPOBBIX CBHIHOBEH, BBIIIOJIHSECT aHAINTH-
YEeCKyI0 paboTy B COOTBETCTBUH C NMPUOOPETEHHBIMU
npodecCHOHaTBHBIMI KOMITCTEHIIMSAMHE, MaTepHaIbHO
obecrieunBaeT CeMbIo U3 5 yenoBek. [Ipu KimHn4IeckoM
U PEHTTCHOJIOIMYECKOM TECTUPOBAHHUHM JIAHHBIX 32 pe-
UIUB JedopManuii He morydeHo (cM. puc. 7 u 8).

A b
Puc. 7. llayueum b. ¢ 6o3pacme 32 nem, mo
ecmb yepes 4 200a nocie 3aeepuienusi KOppeKyuu

deghopmayuil HUICHUX KOHeUHOCmell
lNpymedaHusa: A — CTosiHWe Ha 1eBou Hore; b — cTosHue Ha
rpaBow Hore

Puc. 8. Ilpsimovle penmeenocpammul obeux bedpennwvix xocmei (A) u obeux 6orvutebepyosvix kocmetl (b)
nayuenma b. uepes 4 200a nocie 3asepuienus GbINOAHEHUs. SIMANHBIX KOPPUSUPYIOWUX ONEPAYULL HA HUNCHUX

rkoneunocmsx. Ilpusnaxog peyuousos depopmayuii Hem
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[TareHT OBIT BHOBH OCMOTPEH B BO3pacTe 36 JieT,
TO €CTh Yepe3 8§ JIET IOCIe 3aBEpLICHUSI KOPPEKIMH
nedopmaluii, THTpaMEayUIIPHOTO OCTEOCHHTE3a-ap-
MHUPOBaHMS KOCTEH HIDKHUX KOHeuHOcTed. [Ipr3HakoB
peunanBa aedopmaruii BeIsIBICHO He ObuT0. [Tanmenty
TIPETIOKIIIN OLICHUTH Ka4eCTBO CBOEH YKM3HU coTJIac-
HO reHepuyeckoro onpocHuka SF-36. JlanHas oneHKa
I0Ka3aa CyIeCTBCHHOE YITyUIIeHne 6a30BbIX COCTAB-
JSTFOIIMX Ka4decTBa )KU3HU B CPABHEHUH C COCTOSTHHEM
riepes HauyaJloM KOPPeKIHH aedopMannii HKHUX KO-
HEYHOCTEH: IoKasarenell (pu3n4eckoro KOMITOHEHTa
310poBbst — B 1,5-3,1 pasa; nokazareseld CUXOJIOTH-
YECKOTO KOMIIOHCHTa 310poBbs — B 1,4-2,6 pa3a (cMm.
Tabmn. 2). IIpu 5TOM B CBOMX OLICHKAX MalMeHT YBEPECH-
HO TIpHpaBHUBACT ceOsl K (PU3NUECKU U IICHXOJIOTHYC-
CKH 3JJ0POBBIM CUACTIMBBIM JIFOISIM.

O6GcyxpeHue

Takum 006pa3oM, XUPYprudecKoe JeUeHHNE TSHKEIBIX
MHOTOIIIOCKOCTHBIX ~ MYJIBTHAITUKAJIBHBIX — Jedopma-
LU, HepaBEeHCTBA JUTMH KOCTEH HIDKHUX KOHEUHOCTEH
Ha (OHE OCTCOMASIINY Y TTAIHEHTa C 3aBEPIIEHHBIM
pocTOM, cTpajaroniero X-cUerIeHHON JTOMHHAHTHOM
(dhopmoii rumodochaTeMHIECKOTO paxuTa, TO3BOIUIO
MOJTYYUTh XOPOIIYI0 KOPPEKLHIO, OTCYTCTBHE DEIH-
JIMBOB Je(opManuii U IPyrux OCIOKHEHHH NPH JJIH-
TEJILHOM CpOKe HaOJIONCHHUS, a TaKKe 3HAUYMTEIHLHOE
YIydIIEHHE BCEX COCTABIIAIONIMX KauecTBA >KU3HH.
3TO rOBOPUT O BBICOKOH 3(PPEKTUBHOCTH N30PaHHOTO
OPTOIIEINYECKOTO TOIX0/1A.

AKTyanpHOU 3ajadeil COBPEMEHHON MeIULMHBI
SIBIISICTCSL HEJOMYLICHNE MOSBICHUS MOJXOOHBIX TI-
KENBIX pedopmanuii ¢ MOMOIIBIO JICYSHHUS, ITOCTPO-
S€HHOTO Ha I'TyOOKOM aHajHM3€¢ MOJICKYISIPHO-T€HETH-
YECKUX MEXaHU3MOB OOJIC3HU M BO3/IEHCTBYIOIIETO Ha
LEHTPAJIbHBIC 3BEHBS €€ MaToreHe3a Jis IpepbIBaHNs
LIEIH MTPOIIECCOB, MPUBOISAMINX K (JOPMUPOBAHUIO T1a-
TOJIOTMYECKOTO (PeHOTHNA. MOXKHO MPEATOIOKHTD,

NOMNOJIHUTENTbHAAA UHOOPMALLNA

Kondaunkr uarepecon
ABTOpBI 3asIBIISIIOT 00 OTCYTCTBHUU KOH(IMKTa WH-
TEpPECOB.

YuacTtue aBTopoB. Bce aBTOpbI BHECIH CYIIIECTBEH-
HBI BKJIAJl B MOJATOTOBKY Pa0OTHI, MPOWIA U O100pH-
M (UHAIBHYIO BEPCHIO CTaThU TEpell MyOTHKAIIUCH.
JlurBuroB 1.U. — 00111ast KOHIICTIIHS U JIM3aliH HCCIIe-
JIOBaHUsI, 0OCIICIOBAHUE IMAIIMCHTOB, OTBCTCTBCHHOCTH
3a IIEJIOCTHOCTh BCEX YaCTCH CTaThbH, PCIAKTUPOBAHUC
Tekcra; branmuackuit B.®. — paszpabotka qu3aiiHa uc-
CJICIOBAHMsI, CTATUCTUYCCKAsi 00pabOTKa JaHHBIX, HAIHU-
canue Tekcra crathi; CapraueB B.B. — crarucruueckast
00paboTka MaTepuaia, peIakTHPOBAHHUE TEKCTA.

DuHAHCHUPOBaHUE

Pabota BrmonHsAIach 6€3 CIIOHCOPCKOMN TTOICPKKH.
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YTO OJHHUM M3 IIyTeH peannu3aluy 3TOH 3ajadul mpu
XHPR n ngpyrux cesasannsix ¢ FGF23 coctosHusx
(ayTOCOMHO-IOMUHAHTHEIN TUMIOQOochareMudecKuit
paxuT, ayTOCOMHO-PEIECCHBHBIA runopocharemMu-
YecKuil paxut, (uOpO3HAs OCTEOMHCIUIA3MS, WHIY-
IIUPOBAHHAS OIYXOJbIO OCTCOMAIISIMS) CTAaHET CBO-
eBpEeMEHHOE NpHMEHEHHEe Ipernapara Oypocymad —
PEKOMOMHAHTHOTO YEJIOBEYECKOTO MOHOKJIOHAJIBHO-
ro antutena IgG,, KOTOpPOe MOAABISAET aKTHBHOCThH
FGF23 [7, 8]. Emé Gonpinue nepcrekTHBHI B OyayIiemM
OTKPBIBACT ~ ATHOTPOIHBIH  T'€HOTEPaNeBTHYCCKUI
TIOAXO/T — KOPPEKIMS MyTallui, SBIISIOIIUXCS TPUIH-
HaMM Pa3BUTHs HACJICACTBEHHBIX 3a00JIEBaHUM, ITy-
TEéM HCIIONB30BaHus, Hanpumep, cucrembl CRISPR/
Cas9 [19].

AzekBaTHOE, OCHOBAHHOE HAa COBPEMEHHBIX JI0CTO-
BEPHBIX HAYYHBIX JAaHHBIX MEINKaMEHTO3HOE JICUCHNE
rurnodocareMuIeckoro paxura ¥ ONTUMAJIbHBIEC IO
TEXHOJIOTHH XHPYypPrUYeCKHEe BMEIIATEILCTBA MOTYT
o0ecrieunTh CTOWKHE OJaromnpHsATHBIE PE3yIbTaThl
U JJOCTOIHOE Ka4eCcTBO JKU3HH B COLIMYME BCEMY KOH-
TUHTCHTY CTPaJalolIMX JaHHOW MaTOJIOTHEH IaIu-
eHToB. HecomHeHHyI0, Ha Hall B3DJISAA, NEPCHEKTUBY
OyZyT HMMeTh CHEHUaIM3UPOBAHHBIC OTICICHUS IS
TaKuX OOJNBHBIX WM CICHHAIBHO IOATOTOBJICHHBIC MO
TAHHO mpobieme Xxupypru-opromnens [20].

BbiBOA,

Hamr onsIT cBUAETENBCTBYET O BBICOKOM 3(ppeKTHB-
HOCTH U 0€30MMACHOCTH ATAITHOTO XHPYPTrUIECKOTO Jie-
YEHHS C UCTIONB30BAaHHEM OCTCOTOMHM, YPECKOCTHOTO
U BHYTPUKOCTHOTO OJIOKHPYIOIIETO OCTCOCHHTE3a-ap-
MHUPOBAHUS TSI KOPPEKIIHMHA BBIPAKCHHBIX MHOTOILIO-
CKOCTHBIX MYJIBTHANUKAIBHEIX JaedopMmannii, Hepa-
BEHCTBA JJIMH KOCTEW HIDKHUX KOHEYHOCTEH Ha (oHE
OCTEOMAJISINY Y TAIUCHTA C 3aBEPIICHHBIM POCTOM,
CTpajaromero X-crueluieHHOW JTOMHHAHTHOW (hopMmoi
runoocPaTeMIIECKOro paxuTa.
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