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Pezrome. Cmamosi nocssujena peoxol namoao2uu, NapyuaibHoMy ueanmusmy. Paccmompenvl
BONPOCHI NAMO2eHe3a U mepanesmuieckux nooxo008. llpusedeno KiuHuveckoe HabaOeHue pebenka ¢
8APUARMOM NAPYUAIIbHOSO cUcaAHmMU3IMa 6 guoe CqupOMa Hpomeﬂ.

Knroueewie cnosa: napyuanvhwiii cueanmusm, cunopom I[Ipomes.

Resume. The article is devoted to a rare pathology, partial gigantism. Questions of pathogens and
therapeutic approaches are considered. A clinical observation of a child with a variant of partial gigantism
in the form of Proteus syndrome is presented.
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AKTyaJbHOCTh. [lapumanbHBIi TUraHTU3M, OJHUM U3 BapHUAaHTOB KOTOPOTO
sBisieTcst cuuapoM [lpotest, - peakoe 3adoneanne [1]. B Mupe mpoxuBaeT BCero OKoJo
120 4enoBexk ¢ panHOW maronorueu. I[lpuumHa — coydaiiHas TeHHas MyTanus C
n3MeHeHusiMu B rene ATK1, koTopelil B HOpME HEaKTUBEH. Y Jt01ei ¢ cuHapomom [Ipores
red ATK1 BoipabatsiBaeT 6emok ATK, cTuMynupyronmii pocT KJIETOK OTAEIbHBIX TKaHE!
[2], uTo mposBIsieTCss YacTUUHOM TUIepTpodHer KOXKHBIX TIOKPOBOB, KOCTEH U COCYIOB JI0
aTUNU4YHBIX pa3mepoB (Pucynok 1). B psine ciydaeB BBIABISAIOTCA OIyXOJHM OTAEIBHBIX
vacteii Tena [3]. 3a0osieBaHre HE BIHUSIET HA MHTEILICKTYalIbHOE Pa3BUTHE, OJTHAKO KOCTHBIC
aepopMaIiu 1 pa3pacTaHue TKaHEH MOTYT CIIPOBOLIMPOBATH HEBPOJIOTMUECKUE HAPYLICHHUS
Y KOTHUTHBHBIC U3MeHeHus [4].
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Pucynox 1 — [lapuuanbHelil THTAaHTU3M

Heab. W3yunth xapakTepHbIE KIWHUKO-PAIUOJIOTHYECKHE TMPOSBICHUS U
natomopdoornyeckre 0COOEHHOCTH TKaHE! NP MaplUUagIbHOM THTaHTU3ME.

3agaum:

1.  MByuuTh 0COOCHHOCTH TEYEHHS MApIHUAIHLHOTO THTaHTHU3Ma y TAIMeHTa C
penkoii popmoii 3aboJieBaHus.

2. BrisBuTh matoMopdoniornueckiue H3MEHEHUs TKaHel y peOeHKa C CHHAPOMOM
[Ipores.
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Marepuaiasl M MeroAabl. Marepuansl - MEOUUMHCKAs JOKyMEHTaLus,
PaIHUOJIOTUYECKUE JIaHHBIE, TOTOBBIE THUCTOJOTMYECKUE IIpenaparbl I[alueHTa ¢
MapuvajibHbIM  TUTaHTU3MOM.  Merox  — ~ aHaMHECTUYECKHM,  KIMHUYECKUM,
PaANOIOTUYECKUM, TATOMOP(OTOTUYECKU.

Pe3yabtarbl u ux odcy:xknenue. Pebenok H. poausicsa ot nepBoii OepeMeHHOCTH,
JNOHOLIECHHBbIM. HaciencTBeHHOCTh He oTAromeHa. Ilpy poxaeHun orMedanachk
runeptpodus npapoii cronbl. C nByx Mmecsie HaOmogaercs B PHIIL] TpaBmaTomoruu u
opronienuu. C 1MIeCTH MECSIEB - MPOTPECCUPYIOIIECE YBEIUUECHUE TPABOM CTOIBI U TPaBOM
TOJICHHU.

JlokanpHBINA cTaTyCc B 1 TO: TIpaBasi cCTOMa yBeIW4YeHa B pa3Mepax, nepopmupoBana,
Oonmpiie B mepemaHeMm otaene. OTmedaercs rUNepTpodus MOIKONKHOW KICTYATKH B
IIEpEIHEM U 3aJHEM OTJEJIe, 0 NMOJOIIBEHHOW ITOBEPXHOCTH NMpaBou cronbl. IlepBriil n
MATHIN MBIl OOBIYHON ()OPMBI M BEIMUMHEL. 2-3-4 TaibIlbl 3HAYUTEIHLHO YBEIUYCHBI B
pasMepax, 1eOpMHUPOBAHKI U cpalieHbl Mex 1y co0oit (PucyHok 2). PeGeHOK CcTOUT, XOTUT.
Co cTopoHBI BHYTPEHHHX OpraHoB - 0e3 ocoOeHHocTel. HepBHO-Ticuxudyeckoe pa3BUTHe
COOTBETCTBYET BO3pacCTy.

Pucynox 2 — Pebenok H., Bospact 1 roa

ITo nanubpiM MPT - kapTHHA BBIPa)KEHHOTO YBEJIMYEHUs PA3MEPOB IPABOU CTOIIBI 32
CYEeT YUIMHEHMSI KOCTEM CTOIBl M 3HAYUTEIBHOTO YTOJIIEHUS IOAKOKHO-KUPOBOU
knetdyatku (IDKK) mpaBoii ctonmbel U rojgeHu 0e3 SIBHBIX MPU3HAKOB apTEPHUOBEHO3HBIX
ManbpopMaluii B MPOEKIUH TMpaBoil HuxkHeH koHeuHoctn (Pucynoxk 3); Y3U -
IPOXOJUMOCTD INTyOOKHX M MOJAKOKHBIX BEH B 00€MX HUKHUX KOHEUHOCTSIX HE HapyIlIEHA.
Crnenuduueckoe reHeTuueckoe 00cie0BaHue, HarpaBieHHOe Ha BoIsiBiieHne reHa ATKI,
HE BBITOJIHSAJIOCH.
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Pucynox 3 — MPT ronenu u ctomsl pedbenka H.

Juarnos: IlapuuainbHbli TMIaHTU3M INPaBOW CTONBI. DEHOTUIIMYECKU - CHUHAPOM
IIpores.

B Bo3pacte 1 rox 2 mecsiua pedeHok 0wl npoonepupoBaH (Pucynok 4). B xone
OIEPAIMX BBINIOJIHEHBI: KIIMHOBUAHAS PE3EKIMA 2-3 JTyda ¢ IPOMEKYTOYHON KIMHOBHTHOU
KOCTBIO, YACTUYHAsI PE3EKIUs IMOBEPXHOCTEN MEAUAIBHON U JaTEPAIbHON KIMHOBHUIHBIX
KOCTel; B Je(EKT YJO0KEHAa ayTOKOCTh C KOPTUKAJIBHBIM CJIO€M, (DUKCAlus CIULAMU;
aMITyTalus YeTBepToro naibua; pesekius koxxu 1 [DKK B HeoOxonumoMm oobveme (Pucynok

Pucynok 4 — Pebernox H., mocneoneparioHHbIH Pucynok 5 — Pebenok H., nocneonepannoHHbii
IIEPUOJ TIEPUOT

[Tpu rucTonorndeckux u3yueHusx o0pasioB, MPUTOTOBIEHHBIX U3 PE3eIIMPOBAHHBIX
NaJIbLEB, OTMEYaeTcs: BbIpaxkeHHoe paspactanne [DDKK B rumomepmy u B MblliedHbIE
BOJIOKHA, BbI3bIBas aTpoduro nociennux (PucyHok 6). B KOCTHBIX CTPYKTypax BBISBJICHBI
3HAYUTEIIbHBIE TTOPOTUYECKNE U3MEHEHUS C 3aMELICHUEM MHUEJIOUIHOM TKAHU KUPOBOU
TkaHbi0. KocTHbIe Oanku, pa30OpocaHHbIE W HECBSI3AHHBIE MEXKIY CO00#, HE (HOPMUPYIOT
enuHyto cetb. KopTukanbHast kocTh uctondeHa (PucyHnok 7).
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Pucynox 6 — Mukponpenapar. Okpacka I' & D.
x25

Pucynox 7 — Mukponpenapar. Okpac
x12,5
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Ha nocnenytomiem sTane peaOuanTaIiu C eJIbl0 00ecrieueHus aJleKBaTHOU X01bObI
U1 pebeHKa Oblia U3roTOBJIEHA OpToleauyeckas 00yBb. B HacTosmit MOMEHT (Bo3pacT 2
roja) peOCHOK XOAWT XOpPOIIO, HAXOAMUTCS TOJ JTUHAMUYECKHM HaOI0JIeHUEM
crnenuanuctoB PHIIL TpaBmMaTonoruu u opToneaumu.

BbIBOADI:

1. [TapumnaneHbli TUTAaHTU3M B BUAE cuHIapoma IIporess - kpaitHe penkoe
3aboneBanue (¢ gactoToit MmeHee 1 cirydast Ha 1 mutH Hacenenws ). KimnHuygecku mposBIIsIeTCS
B BHJIC MApUHMAIBHOM TUIEPIIA3UU PA3IUYHBIX BUJIOB TKaHEH, HapyIIAIOMICH (yHKIIUIO
KOHEYHOCTEW U TpeOyIolIel ONepaTUBHOTO BMEIIATENbCTBA.

2. [Taromopdomornyeckn B TUNEPIUIA3UPOBAHHBIX  YYaCTKAaX OTMEUYACTCS
HAPYLICHUE MPONOPIMK TKAHEBBIX 3JIEMEHTOB B BUJIE Pa3pacTaHUs MOJKOKHOU )KUPOBOM
KJIETYATKH, aTPOPUU MBIIII, OCTEONOPO3a B MapIHaIbHO YBEIUUYCHHON KOCTHON TKaHHU.
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