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AxkTyanabHocTh. CuaIpoM bapae—bumns — HacmencTBeHHas AUAHIIE(PATHHO-PETHHAIBHAS TATOIOTHS, TIPOSIB-
JISTIOTIASICS OKUPEHUEM, YMCTBEHHOH OTCTaJOCThIO, PETHUHOTIATHEH, OpaxXUIaKTIIIACH, TTOTUIAKTHIACH, THIIO-
TeHATATN3MOM U auchyHKImer mouek. [Ipumepro y 25% manneHToB TUarHOCTHPYETCS TePMUHAIBHAS CTaIUs
XPOHUYECKOH MOYEYHON HEIOCTATOYHOCTH, ITPH KOTOPOH TpeOyeTcsl 3aMeCTUTENbHAS TIOY€YHAS TePaIus W
TPaHCILIAHTAIIWS, TIPU 3TOM B OOJBIIMHCTBE CIy4aeB — B AeTCKOM Bo3pacte. Llesb: meMoHCTparms pe3yibra-
TOB JICUCHHMSI TSDKEJIOH XPOHUYECKOW MOYEYHON HEJOCTATOYHOCTH y OOJIBHOW 16 JIeT ¢ peKuM reHeTHYeCKUM
3a0oneBaHreM — cuHApoMoM bapne—bumis, panee (B Bo3pacTe 6 JIeT) epeHecieil TpaHCIUIaHTAIUIO TOYKU OT
POICTBEHHOrO JOHOPa. MaTrepuaabl U MeToabl. [IpoBeeH peTpOCIEKTUBHBIN aHAIN3 aHAMHECTHYECKUX CBE-
JICHUH, TeueHUsI 3a00JieBaHMs, 1a00PATOPHBIX U MHCTPYMECHTAIBHBIX JAHHBIX, a TAKKE MPOBOAMMON Teparuu
nauueHTku 16 met ¢ cuaapomom bapae—bumis. Pesyabrarbl. 25.11.2015 1. Beimonnena ABO-coBmecTumast
POJICTBEHHAsT aJJIOTPAHCIUIAHTAIMS TIOYKHU crpaBa (OT oTia). HazHaueHa ciemyrolias moepKuBaromias Te-
panusi: TakKpoJIMMyC, MUKO(DEHOJIOBAsI KMCI0Ta, METHINPEAHU30I0H. DYHKIUS TpaHCIUIAHTATa HEMEJICHHAsL.
Ha momenT xoHcynbranmu 13.11.2024 1. nonyvaer Takponumyc (rporpad) mo 1,5 mMr x 2 pasza B JieHb, MEKO(e-
HOJIOBYFO KHCJIOTY 110 180 Mr X 2 pasa B JieHb, METHIINIPEIHU30JIOH 4 MI/CYT BHYTpPb, KApAHMOMArHUII, OMETIPAa30Jl
20 mr BHyTpb. Kpeatnnun 65,9 mxmons/n (CK® CKD-EPI 119,72 mn/mun/1,73 m?). 3akiarouenue. Hecmorps Ha
HaJMYUE TSHKEIBIX BPOXKICHHBIX MATOJIIOTHH Y TIAIIMEHTKH, B IAHHOM KIMHAYECKOM HaOIFOICHUH TIPE/ICTABICHA
yCIIeTHas TPAHCIUTAHTAIUS TOYKH ¢ MUHUMAJIBHBIM KOJIMYECTBOM OCIIOKHEHUH B OIIMKAWIIIEM U OTIAJIEHHOM
IO CIICOTIEPAIIHOHHOM TIEPHOJIE.
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LIVING-RELATED KIDNEY TRANSPLANTATION IN A PATIENT
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Background. Bardet-Biedl syndrome (BBS) is a hereditary diencephalic-retinal disorder characterized by a
combination of clinical features, including obesity, mental retardation, retinal degeneration, brachydactyly, po-
lydactyly, hypogenitalism, and renal dysfunction. Up to 25% of patients develop end-stage chronic renal failure
requiring renal replacement therapy or kidney transplant (KT), often during childhood. Objective: to present the
treatment outcomes of severe chronic renal failure in a 16-year-old female patient with the rare genetic condition
BBS, who previously underwent KT from a related donor at the age of 6. Materials and methods. A retrospective
analysis was conducted of the patient’s medical records, including the clinical course of the disease, laboratory
and instrumental findings, and details of the treatment provided to the 16-year-old patient diagnosed with BBS.
Results. On November 25, 2015, an ABO-compatible related (the patient’s father) KT was performed on the
right side. Maintenance immunosuppressive therapy included tacrolimus, mycophenolic acid, methylpredniso-
lone. Immediate graft function was observed after the surgery. At the follow-up consultation on November 13,
2024, the patient was receiving tacrolimus (Prograf) 1.5 mg twice daily, mycophenolic acid 180 mg twice daily,
methylprednisolone 4 mg per day orally, as well as Cardiomagnyl and Omeprazole 20 mg orally. Laboratory
findings showed a serum creatinine level of 65.9 umol/L, with an estimated glomerular filtration rate calculated
using the CKD-EPI equation of 119.72 mL/min/1.73 m*. Conclusion. Despite the presence of severe congenital
pathologies associated with BBS, this clinical case presents a successful KT with minimal complications in both
the early and long-term postoperative periods.

Keywords: Bardet—Biedl syndrome, developmental abnormalities, chronic renal failure, kidney
transplantation, related transplantation.

BBEAEHMUE

Cunapom bapne—bumnns — HaciaeacTBeHHAsT JUIH-
nedanbHO-peTHHATBFHAS TATOJIOTHS, TPOSBIISIOIIAICS
OKHPEHHEM, YMCTBEHHOH OTCTAJIOCThIO, PETUHOIIATHEH,
OpaxuIaKTUIIKEH, TOJTUIAKTHIIUEH, TUTIOTCHUTAITU3MOM,
aHOMaJIHMSIMH 3y00B, (hHOPO30M TeUeHH, AUCPYHKITUESH
[IOYEK, HEBPOJIOTUYECKUMH HAPYIICHUSMH U BPOXKICH-
HBIMU TIOpoKaMu cepana [ 1]. 3aboneBanue HaciemyeTcs
10 ayTOCOMHO-PELIECCUBHOMY THITY.

PacnpocTpaHeHHOCTh CUHIPOMA TOUHO HE YCTaHOB-
sieHa. B equHUYHBIX co00meHusx cuHpoM bapie—bu-
JIsl BCTPEUAETCS AOCTATOUHO PENIKO, MOMYSSIIMOHHAS Yac-
TOTa cpei HoBOpoxkieHHbIX 1 : 120 0001 : 160 000 [3].

oet (6-48%), TuniepxonecTepuHEeMHs, HU3KUH POCT,
HecaxapHbIi quabeT;

— Hapymenus uareiiekTa (53%), 3amepikka peueBoro
pazButus (59-91%), nedexrst peun (54-81%);

— JHUC(YHKIMH [TOYEK — MOJUKUCTO3, THIPOHE(PPO3,
aHoMaJuu 1Movku (68%);

— HEBPOJIOTUYECKUE HAPYIIICHUS — aTaKCHsl / Hapylle-
Hus koopauHanuu (40-86%), aHOCMUS/TUITOCMUS
(60%);

— anomaimu 3y0oB (51%);

— (ubpo3 neueHy;

— BpOXIeHHBIC TOpoku cepama (7%).

JlnarHocTHKa JaHHOTO HACJICACTBEHHOTO CHHIpOMA

BO3MOXHA JIByMsI CIIOCO0aMU — 110 KIIMHUYECKUM TPH-

Cungapom bapne—buts xapakrepusyeTcst BBIpayKeH-
HBIM KIMHUYECKUM noauMopduzmom [3]:
— mnopakeHue a3 — quctpodus ceryarku (93%), Mmuo-
IUS1, ACTUTMATH3M, KaTapakTa, KOCoria3ue;
— U3MEHEHMs KOHEYHOCTeH — momuaaktuus (63—-81%),
opaxunaxruims (46—100%), cuagakrunust (8—95%);
— DJHJOKPHWHHBIE HapylIieHus — oxxupenne (72-92%),
TUTIOTOHAIU3M MYKCKOi (59-98%), caxapHblil nua-
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3HaKaM [4] Win ¢ MOMOIIBIO MOJIEKYJIIpHO-T€HETHYe-
CKOTo HcciefioBanus. B mepBom ciydae /1 MOCTaHOBKH
JMarHo3a HeoOXOOMMO UMETh 3 OCHOBHBIX U 2 JAOMOJ-
HHUTENBHBIX IPU3HAKA WK 4 OCHOBHBIX ITpu3Haka. K oc-
HOBHBIM KPUTEPHUSIM OTHECEHBI M3MEHEHHSI KOHEYHOCTEH
(Tonmu-, Opaxu-, CHHAAKTHINS ), TACTPO(PHUSI CETIATKH,
0XHPEHHE, CHIKEHUE UHTEIIEKTa, THIIOTOHAIN3M MYK-
CKOH, TUC(YHKINS OYEK; K TOTTOTHUTENEHBIM — (prOpo3
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TIeYeHH, SHI0KPUHHBIE HapyIIeH!s (caxapHbIi Auader),
TUIEPXOJIECTEPUHEMUS], HU3KUI POCT, 3a/iepiKKa pede-
BOro paszButus u aedektsl peun [4]. [Ipu naboparop-
HOM JK€ MCCIICAOBAHNH I0CTaTOUYHO OOHapyKeHus | u3
22 BO3MOXKHBIX MyTauui [4].

Crienuduueckoro jeueHus: HeT. OKUpeHne Koppu-
TUPYIOT Ha3HAYEHUEM TUETbI, NOIUIAKTHINIO U MHO-
TOyPOBHEBYIO J1e(hOpPMALINI0 HUKHUX KOHEYHOCTEH yc-
TPaHAIOT OIEPAaTUBHBIM IyTeM. Pa3paboranbl MeTobI
HperyIpexIeH s IPOrPeCCUPOBaHUs CHUKEHUS 3PEHUSI
BCIICICTBHE JICTCHEPAIIUU CETYATKH [5].

OCHOBHOW NMPUYMHOHN JIETATBHOCTH MAI[MEHTOB C
cuHapoMmoM bapne—bu i siBirsseTcs Mporpeccupyromas
narosiorust nouek [2, 7]. Tak, mo nanueiM E. Forsythe
etal.,y 31% nereit u 42% B3pOCIBIX TUATHOCTUPYETCS
xpoHunueckas 6oie3nb nouyek (XbI1) 2—5-it craguu, npu
KOTOpOH TpeOyeTcsl 3aMeCTUTENbHAsI TIOYEUHAs! TepamHs,
IPU 3TOM B OOJBIIMHCTBE CIIy4aeB — B JETCKOM BO3-
pacte [6]. PagukanbHBIM METOIOM JICUEHUS SBISIETCS
TPAHCIUIAHTALUS TTOYKH.

Hesnb: AeMOHCTpalys pe3yJIbTaTOB JICUEHUS TAKEI0N
XPOHUYECKOW TIOYEUHOW HEJOCTATOYHOCTH y OOJILHOU
16 ner ¢ cunapomom bapae—bumisa, B Bo3pacte 6 neT
nepeHecIiel TPaHCIUIaHTAIMIO TIOYKH OT POJICTBEHHOTO
JIOHODA.

MATEPUAABI U METOADI

IIpoBeieH peTpOCIEKTUBHBIN aHAIN3 AHAMHECTHYE-
CKUX CBEJICHUH, TeUCHHUS 3a00JIeBaHUS, JJAOOPATOPHBIX
Y MHCTPYMEHTAJbHBIX JAaHHBIX, & TaKXkKe MPOBOIUMOM
Tepanuu naueHTky 16 et ¢ cunapomoM bapne—bus.

PE3YADBTATbHI

W3 anamHe3a: peOeHOK OT 2-i OepeMEHHOCTH, TIPO-
tekapiiel Ha ¢pone OP3 (na 30-i Hemene recranun),
0e3 OTEKOB, OT TIEPBBIX CPOUYHBIX OTMEPATHBHBIX POJIOB
MyTeM KecapeBa cedeHus (KPYIMHBIN 101, STOANYHOE
npeniexanue), Macca tena npu poxiaenun 4050 T,
poct 54 cmM, onienka no mkane Anrap 6/7 6amnos. [Tpu
POXACHUN COCTOSIHUE CPEIHEH CTENEeHM TSXKECTH 3a
CYEeT HEBPOJIOTUYECKON CHMIITOMATHKU (TUIIOTOHHS,
00JIe3HEHHBIH T1a4), OTEYHOTO CHHIpoMa. B ananmmzax
kpoBu oT 24.08.2009 . (7-e CyTKH KH3HH) — MOYEBHHA
5,4 mmoue/i1, kpeatuauH 109 mxmone/i. [lepeBeneHa Ha
3-u cytku xu3Hu B OPUT ¢ mnarao3om «BHyTpHyTPOO-
Hast ”HQEKIHsI ¢ TOPAKCHUEM MToYeK». B nanbHeiiem
HaOmoanack HepoJIOroM, B aHaIM3aX MOYU MIPOTEH-
HYPHSL, JICHKOIIUTYPHSL.

Taxoke y I€BOYKU OINPEACIISIIINCH COMYTCTBYIOIINE
AHOMAJIMH Pa3BUTHUS OMOPHO-ABUTaTEILHOTO arapara.
Ha neBoii kuctr HaOMOIaI0CH YIBOSHHE 1-TO Masba —
MOJUIAKTIINA. PeHTreHomornaeckoe 00ciie[oBaHue 1mo-
Ka3aJl0 HaJIM4YKe y TIePBOTO Mablla OTHOM HOPMAIIbHO
pa3BuTOl 1-i1 MACTHON KOCTH, IByX OCHOBHBIX U JBYX
HOTTEBBIX (paanr (puc. 1).
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B Bo3pacTe 1 rona mpousBesieHa YaCTHYHAS PE3CKITUS
JIOTIOTHUTENLHBIX (hajaHr 1-ro manbila U KOPPUTHUPY-
oIasi OCTEOTOMHSI OCHOBHOM (halaHTH COXPaHIEMOTO
cermenTa 1-ro nmampma (puc. 2, 3).

B oxts10pe 2012 r. rocnuTanu3upoBaHa B KIWHUKY
Cankr-lleTepOyprckoit nmeauarpuueckoil MeaUIIMH-
CKOHM aKaJIieMUH C JHArHO30M IIOJHKHCTO3 MOUYCK).
ITo maHHBIM KOMITEIOTEPHON TOMOTpadww, JTeBast movKa
57%27%36 MM, ipaBast — 59%26x37 MM, BO BCEX OTAeIaxX
MapeHXUMbl HEMHOTOYHCIICHHBIE KUCTHI OT 2 J10 12 MM.
B OnoxumudeckoMm aHanm3e KpOBHU COJEpKAHHE MOde-
BUHBI 18 MMOIB/1T, KpeatuHuHa — 172 MKkMonb/1. B mu-
HaMHKe HapacTaHue rmokasarenei azoremun. C nexadpst

Puc. 1. Pentrenorpamma JieBOM KHUCTH — IOJITBEPKIACTCS
MOJIMAAKTUIINS 1-TO majabla

Fig. 1. X-ray of the left-hand confirming polydactyly of the
thumb

Puc 2. Pa3meTka pa3pe3oB Ha CETMEHTax YIBOCHHOTO MeEp-
BOTO NaJbla

Fig. 2. Preoperative marking of incisions on segments of the
doubled thumb
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2013 r. HayaTo JeYeHNUE MECPUTOHCATHLHBIM JHATU30M.
[To MecTy XUTEIhCTBA TPOBOIUIOCH MOJICKYIISIPHO-Te-
HETHYECKOE MCCIIEJIOBAHNE — JAHHBIX 32 IMATOTEHHYIO
MYTaI{Io He TIOIY4YeHO (OIMcaHue He TIPE0CTaBIICHO).
JlnarHo3 ycTaHOBJIEH Ha OCHOBAaHUH KIIMHUYECKUX MTPH-
3HaKOB (TIOJMIAKTHUIIUS, HAPYIIEHUE (PYHKIIUU TIOYEK,
TUCTPO(US CeTYATKH, O)KUPEHUE).

B Bo3pacte 6 et 23.11.2015 1. moctynuna B HMUL]
TPAHCILIAHTOJIOTUU U UCKYCCTBEHHBIX OPraHOB M. aK.
B.N. [llymakosa ¢ quarno3om «XI1TH B TepMuHanbHONM cTa-
JTUH B MICXOJI€ TIOJMKUCTO3a ISl TPAHCIUTAHTAI|H 104~
KH OT POJICTBEHHOTO JIoHOpa (0T oTIa). [ Ipn ocmoTpe 00-
pamaso Ha ce6s BHuManue oxupenue (UMT 28,8 kr/m?),
KOpOTKas II1esi, KOCoria3ne, HalnIre MPU3HAKOB oTepa-
TUBHOTO BMEINIATEIILCTBA HA KUCTAX 00eUX PyK (ormepu-
pOBaHHAas TIOHIAKTUIINSA ).

25.11.2015 1. Bemmonuena AB(O-coBmecTuMas pofi-
CTBEHHAS TPAHCIIAHTAIMS MMOYKU CTpaBa (OT OTIA).
[IpoBenena MHAYKIIMOHHAS TEpamnwsi, BKIIOYABIIAs B
cebs1 GazmmukcnMabd, METHITIPEIHU30JIOH. HasHaueHa
CIIeIyFoIIas MO/IeP KUBAIOIIAs TePaIus: TaAKPOIUMYC,
MUKO(EHOJIOBAsT KUCIOTa, METHIINPEAHN30JI0H. DyH-
KIS TpaHCIUIaHTaTa HeMmenjieHHas. Ha 9-e cyTku mo-
SIBUJIACH JIMXOPAJKa, BBISIBICHBI IPU3HAKH UH(EKIUU
MOYEBOI cUCTEMBbl. BpeMEHHO TPOBOAUIOCH CHUXKE-
HUE UMMYHOCYIIPECCUBHOM Tepanuu (OTMEHEH MHKO-
(denomara Mmodetmin). Ha MOMEHT BBITTUCKH KPEaTHHUH
CBIBOPOTKHU COCTAaBIISLT 37 MKMOJIB/I. B manpHeimem
HaOro1anack He(QPOIOTOM M0 MECTY JKHTEIhCTBA B

r. Cankr-IlerepOypre. B HMUI] THO Ha KOHTpOJIb HE
npuesxana. Co clIoOB Marepu, SNIM30/10B HHPEKIHMHA MO-
YeBOH CHUCTEMBI U AUCHYHKITUH HedpoTpaHCIIaHTaTa
3a BpeMsl HaOIltOIeHNsI He OTMEUEHO.

HabGnronaetcst y opragpmorora ¢ IUarHO30M «Ta-
METOPETHHANIbHAS a0MOTPO(hUs IIEHTpaJbHAS U MTePH-
(hepuueckas; oeprupOBaHHOE CXOAALICECs KOCOTIIA3HE;
THIIEPMETPONTMYECKHI aCTUTMAaTHU3M 000MX IJ1a3; TTy0o-
KHC 1 TOBCPXHOCTHLIC IPY3bI AMCKa 3pUTCIIbHOT'O HEPBa
o0onx Tnasz». CTpazaer 0OXKUPEHUEM 2-1 CTETIeHH.

B 2017 roxy B cBsi3u ¢ IPOrpecCUPYIOIIUMH OCEBBIMU
neopMaIisIMA HKHAX KOHEYHOCTEH OBLIIO TIPOBEICHO
OTIEpaTUBHOE JIEYCHNE — BPEMEHHBIH TeMUITTH(PU3EO-
Je3 JUCTAIbHOW 30HBI pocTa OEAPEHHON KOCTU U JHC-
TaJbHBIX 30H pocTa 00JIbIICOCPIIOBBIX KOocTel (puc. 4).
[Tocne nocTrxeHHs: KOPPEKIHH 32 CUET YIPABISIEMOTO
pOCTa» METaJUIOKOHCTPYKIMHU ObLIH yiaieHsl B 2019 1.

B xoxe ocmotpa uHeBpomorom ot 18.03.2019 BbIsB-
JieHa 3aJepXKKa JBUTATEIHHOTO Pa3BUTHA. Y TalleH-
TKH MMEETCS JIeTKasg aCHMMETPUs JHIa, CXOIsIIeecs
KOCOIVIa3ue, MpeBaJIMpyomiee ciieBa. MbIIIeYHbIH TOHYC
cHrokeH. CyxXOXIIbHBIC peduieKchl kuBbIe. [laTonoruue-
ckue peduekcer oTcyTeTBYIOT. [Ipn Xonp0e mpumnagaet
Ha JIEBYIO HOT'y. BereraruBHble IIPOSBIICHUS: XOHIPO-
JAUCIIIa3uA, KOPOTKOIAJIO0CTh, CTUTMbI )1H33M6pI/IOFCHC-
3a. OMOIIMOHATLHEIN CTaTyC Ja0WIbHBIA. BricTaBieH
CIEAYIOIIUN AUArHO3: PacCTPOMCTBO BEreTaTUBHOU
HEPBHOHN CHUCTEMBI HEYTOYHEHHOe, Kapauanruu. Hapy-
IICHUH MHTEJUIEKTa HE BBISBICHO.

Puc. 3. Pe3ynbrar pekoHCTpYKIHH 1-ro majbiia, GUKcanus CIUICH: a — BHEIIHUIN BHT; O — pSHTIeHOrpaMMa

Fig. 3. Postoperative result of reconstruction of the thumb with fixation using a surgical pin: a — external view; 6 — X-ray image
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Konuenrpanus rakponumyca CO ot 03.2022 — 7,3 ur/
MJI, KPEaTHHUH — 68 MKMOJIB/J1, MOYEeBHUHA — 6,9 MMOJIB/JI,
o0mmit 6eok — 76 /1, pocdop — 1,57 mmons/m, Ka-
i — 4,8 mmoin/i1, CIIb — 80 mr, remoniooun — 144 /11,
JIEHKOHTHI — 7,8 THIC., TpoMOOITUTEI — 306 THIC., COD —
10 Mm/4.

B nexabpe 2023 roga nepenecina OPBU ¢ nossime-
HueM teMmieparypsl 10 38—-38,6 °C, neyunuch CUMITO-
MaTHYECKHU C TOJIOKUTENbHBIM 3 dexroM. B ananmuzax
kpoBu oT 05.03.2024 nosermenne AJIT (106,1 en/mn),
ACT (62,8 en/n), I'TT (337,7 en/n), HeliTpoduion
(47,2%), mamdouurtor (40,1%), 203uHO0DMIOB (4,9%)
n 6a30¢unos (1%). O0uMii aHaInu3 KPOBU U MOYH — O€3
ocobennocteit. Kpeatuaun 64 mxmoins/n (CK® CKD-
EPI 124,9 mn/mMun/1,73 m*). B smBape 2024 rona OPBU
C TIOBBIIICHUEM TEMIEpPaTyphl, TEParus CUMITOMATH-
YecKas C oJIoKHUTeNbHBIM 3 dektom. B cBsizu ¢ yxyn-
HIAIOLIMMCS 3pEHUEM JICBOYKA YUHUTCS B TOMAIIHUX YC-
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noBusix. Ha momenT xoncynsranuu 13.11.2024 (puc. 5)
MalKeHTKa rmoryyana Takpoaumyc (mporpad) mo 1,5 Mr
2 pa3a B fieHb, MuKO(enomara Mmodetwi o 180 mr 2 pasza
B JICHb, METHJITIPETHU30JI0H 4 MT/CyT BHYTPb, KapIuo-
MarHui, omernpaszon 20 Mr BHyTpb. B aHanmu3ax kpoBu
muMQoruTos (45,55%) v MoBBIIIEHNE TAPATIIATOBHTHO-
ro ropmoHa j10 90,38 rr/mi, kKpeaTuHuH 65,9 MKMOJIB/IT
(CK® CKD-EPI 119,72 mn/mun/1,73 m?).

VYbpTpa3ByKOBOE HCCIEIOBAHUE MOYEK, HAIOUYCU-
HUKOB W 3a0pIOLIMHHOTO MpocTpancTBa oT 12.11.2024
MOKA3aJI0 YIOBICTBOPUTEIBHBIN KPOBOTOK U CTPYKTYPY
MMOYEYHOTO TPAHCIIAHTATa, MHACKCHI, XapaKTePHU3yIo-
M€ COCYIMCTOE COTPOTUBIICHHE, B TIPEesaX JOITyC-
TUMBIX 3HAUYECHUM.

Taxoke nposesieH ocMoTp ctomarosiorom 20.03.2025.
B xone o6cienoBanus He ObIII0 00HAPYKEHO KaKUX-TTHOO
O0COOCHHOCTEH.

Puc. 4. PertrenorpaMma HIDKHUX KOHEYHOCTEH B TIONOKCHHH CTOS B MPSIMOM MPOEKIMHU: a — COCTOSHHE TOCIE OTepalni,
HAaIpaBJICHHOW Ha KOPPEKIUIO OCEBBIX Je(opMaliiii HIKHIX KOHEYHOCTEH: yCTAaHOBIICHA TUIACTUHA JUIS BpEMEHHOTO TeMH-
snuu3eoe3a MeUaIbHOTO OT/IeNa JUCTAIBLHOM 30HBI pocTa OeIPEHHOM KOCTH (YepHast CcTpeika) U TpaHc(U3apHbI BUHT
JUIsl Bp€MEHHOTO TeMUAITU(H3e0/1e3a MEIMATLHOTO OT/IeIIa IUCTAIBHON 30HBI POCTa OOIIBIICOSPIIOBON KOCTH C IBYX CTOPOH
(Gemble cTpenkn); 6 — rmocie ynaJeHusT METAIOKOHCTPYKINI: HOPMAIN3aIis MEXaHMUECKIX 0Ce KOHEUHOCTEH

Fig. 4. X-ray of the lower limbs in a standing projection: a — showing the condition after surgery performed to correct axial
deformities of the lower limbs: a plate for temporary hemiepiphysiodesis of the medial part of the distal femoral growth plate
(black arrow) and a transphyseal screw for temporary hemiepiphysiodesis of the medial part of the distal tibial growth plate
on both sides (white arrows); 6 — after removal of the metal fixation structures, demonstrating normalization of the mechanical
axes of the lower limbs
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KAMHWHECKAS TPAHCTIAAHTOAOT NG

Puc. 5. ®ororpadus marmentku ot 13.11.2024

Fig. 5. Photograph of the patient dated November 13, 2024

OBCYXAEHMUE

CornacHo JaHHBIM PErucTpa MaUeHTOB ¢ CUHAPO-
MoM bapna—bumis (206 yenosek), B nepuoa ¢ 1982-ro
mo 2015 rox 18 w3 ATUX MAITMEHTOB TIEPEHECITH TPaHC-
TUTAHTAIUIO TIOYKH, B HEKOTOPBIX CIydasiX MOBTOPHYIO,
BCEro OBLIO MepecakeHo 22 MOYKH.

OO0mIas BEDKMBAEMOCTh TpaHCIIaHTaTa COCTaBUIIA
81,6% uepes rog nocine TpaHcianTauu, 75,7% — ue-
pe3 5 net, 59% — uepes 10 net u 49,2% — uepes 25 ner.
BrpxmBaemMocTh manueHToB coctaBuia 94,4% depes ron
MocCJe TpaHCIUlanTauuu, 87,2% —uepes 8 net u 79,3% —
yepe3 25 nert [8].

JlonarocpouHble pe3yJibTaThl y MAIMEHTOB C CHHIPOM
bapna—buasns B menom O1aronpusaTHEL U OKa3aJIuCh CO-
MOCTABUMBIMH C Pe3yJIbTaTaMU TPAHCIIAHTAIIUH TTOYKH
B 00mme momyssiud [8].
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3AKAIOYEHUE

Hecmotpst Ha Hanuuue TSKENbIX BPOXKICHHBIX IMa-
TOJIOTHU y MAlIUEHTKH, B JAHHOM KJIMHUYECKOM Cllydae
MpeJCTaBIeHa YCIelHas TPAHCIUTAHTAIUs TTOYKH C MU-
HUMaJTbHBIM KOJIMYECTBOM OCIIOKHECHUN B ONMKaiTIeMm
Y OTJTAJICHHOM TI0CJIEOTIEPalliOHHOM TIEpHOJIe, C COXpa-
HEHHEM Xopolei (YyHKIMH TpaHCIUIAaHTaTa B TEUCHHUE
10 et u BBICOKOM CTENIEHH METUKO-COIHAIbHON pealu-
TUTaAMU. Y TAIUeHTKH IMEETCSl COXPAHHBIM MHTEIIICKT,
YTO MO3BOJISIET €1 TTPOXOIUTH IIKOJIBHYIO IPOTPamMMy B
pamMKax JOMaIlHero oOydeHus C MepCIeKTHBOMN cladu
9K3aMEHOB Ha 30JI0TYIO MEajlb U JajlbHEHIIECH ycren-
HOM CoLlMaIn3aIuen.

Aemopul 3aa61s10m 006 omcymcmauu
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