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BBeneHume

MauueHTKa K., 9 ner, 6bina rocnutanmsmpoBaHa B 2020r. B
oTAeNeHue AeTCKOM 3HAOKPUHONOMUMK C Kanobamu Ha:

¢ yBe/iInyeHne MOJI0YHbIX *KeJle3 B aHaMHE3e,;

* NepuoanyecKkme KPoBAHMCTbIE BblAENEHUA U3 NOJI0BbIX
nyTen.

AHaMmHe3:

* paHee ¢ )kanobamm Ha yBeNIMYEHMNE MOJIOYHbIX KENE3
obpauianacb K ruHekonory B 2019 r;

e 06beKTUBHOEe nccnegosaHue (2019 r.) — nonosoe
pa3suTme (TaHHep): Ma ll P 1 Ax | Me [;

* Ha IeBOM AroguLe NATHO UBeTa «Kode C MONOKOMY.

[Mpumep o4vara runepnuUrmeHTaymm Ha
KoXe npu cuHgpome MObB

https://emedicine.medscape.com/article/127233-overview



JTabopaTopHO-UHCTPYMEHTaIbHOE UCCAEeL0BaHME

e 3ctpaaunon 5,0 nr/mn (6,0 - 27,0), I <0,10 MME/mn (<0,1 - 0,14), ®CI 0,60 mMME/mn (0,5 -
4,52), npONaKTUH - MOHOMepPHbIU 84,98% (00 60%).

* B BMOXMMUYECKOM aHa/In3e KPOoBM 0OHapPY»KEeHO NOBbIEHMUE YPOBHSA LWEe/I04HOM

docdarasbl 352 Ea/n (0-240), yTo MOXKET CBUAETENbCTBOBATL O NPOLLECCe KOCTHOM
pe3opbuunu.

e Pesynbratbl Y3 OMT B npeaenax BO3pacTHON HOPMbI.

e CorniacHo peHTreHorpadum KNCTeN, KOCTHbIA BO3PACT COOTBETCTBYET 7 rogam (MacnopTHbIN
BO3pacT — 7 neT 2 Mec).

e BbicTaBneH anarHos «lMpexaespemeHHoe nonosoe passutue (MMNP). Cunapom Onbpairta-
Bpanuesa? MNMnepnponaktuHemua». PekomeHaoBaHO HabaoaeHMe B AMHAaMUKE.



[IMHaMUMKa

e [pn AMHaMmMyeckom obcnegoBaHUM YCTaHOBEHO, YTO CKOPOCTb pocTa cocTaBnseT 8,12
cm/roa, SDS ckopocTn pocta — +3,4.

e Ha NOBTOPHON peHTreHorpaMmme KUCTEN BbIABNIEHO ONepeXeHne KOCTHOro Bo3pacTta Ha 1 roa
2 mecAaua (NporHo3mpyembin POCT C Y4ETOM KOCTHOTO Bo3pacta — 157 cm no Bayley-
Pinneau), coxpaHAOLWKMNCA NOBbILEHHbIN YPOBEHb NPO/IaKTUHA, KONebaHMA YPOBHSA
scTpaguona ot 5 go 430,8 nr/mn, ponybepTtatHble 3HaYeHus OCI u I, Ha Y3N OMT —
peunanBmpyrone KNCTbl ANYHUKOB.

e C uenblo NoATBEPKAEHMA TOHAA0TPONUH-HEe3aBMcMmoro BapuanTa lNIMP 6bina npoBeaeHa
npoba c aHa/I0roM roHaaoTPONMUH-PUNN3UHT TopMOoHa (dndepenunH). OTcyTCTBME NOBbLIWEHUSA
JII 6onee 6 Ea/n Ha doHe cTumynauum noaTBepAnIo roHagoTponuH-Hesasmcumoe MNP, uto
N XapakKTepHo anAa cuHgpoma MOB.



MHCTPYMEHTaNbHblE NCCeaA0BaHNA

e C uesnbto BbiABIEHUA o4aros ¢uMbPO3HOM AMCNa3nm NPoBeaeHbl OCTEOCUUHTUTPAPUA BCEro
Tena, peHTreHorpadma BEPXHMX N HUXKHUX KOHEYHOCTEWN.

e OcteocymHTUrpaduns yctaHoBMNAA NMPU3HAKM O4AroBOro NOpPaxKeHUa HUXKHEN TPETM NpPaBou
nJje4yeBon KOCTWU.

* Ha peHTreHorpamme npaBou NAe4YeBOM KOCTU CTPYKTYPaA KOCTU HEOAHOPOAHAA C y4aCTKaMM
YNJIOTHEHUA, HA YPOBHE HUXHEN TPETU C NpeobnagaHnem octeonoposa. Ha rpaHuue
cpeaHen U HNKHEN TPETU YHACTOK Pa3perKeHUss KOCTHOM TKaHU C YETKUMMU
CKNepo3nUpPOBaAHHbIMU KOHTYPamMu pazmepom 1x1,7 cm.

* PeHTreHorpadma neBon KUCTM B AMHAMMKE NOKa3a/ia, YTO KOCTHbIM BO3PaCT COOTBETCTBYET 9—
10 rogam (nacnopTHbIN Bo3pacT — 9 neT 5 mecAaues). KoctHas ctpykTypa Il nAcTHOM KocTun
NPaBoOMN KUCTU HEOAHOPOAHAA.

e [launeHTKa bblna KOHCYNbTUPOBAHA TPAaBMaTO/I0roM-opToneaom: pnbpo3Haa AMCniasua Ha
YPOBHE CpeaHEN TPETU, HUKHEN TPETU NPABON NJEYEBON KOCTH.



MHCTPYMEHTaNbHblE NCCeaA0BaHNA

e [1nA NCKNOYEHUS NAaTON0TMYeCcKnx obpasoBaHniM B rmnotanamo-runopumlapHom obnactm
6bin0 npoBeaeHo MPT ronoBHOro mo3ra ¢ KOHTPAcTHbIM ycuneHmem. ObHapyKeHbl MP-
NPU3HAKM HEOAHOPOAHOU CTPYKTYPbI rMnodur3a Ha NOCTKOHTPACTHbIX CEPUAX.

e C Uenbo UCKNOYEHMA NOPAXKeHNA NPOBOAALLEN CUCTEMBI cepaua nposeaeHo KT
(cnHycoBas aputmmna, deHomeH ykopoyeHHoro PQ nHtepsana).

* Ha cyTOYHOM MOHUTOPUpPOBaHMM DK yCTaHOB/IEHA TEHAEHUMA K TaXUKapAuKn, aNn3oabl
CMHYCOBOW apUTMUN BO BPEMA CHA, OAMHOYHAA HaAKeyaA04KoBaA 3KCTpacmcTona. Bo Bpems
CHa 3aperncTpmpoBaHo 4 anmnsoaa nay3s 3a c4ét CA-610Kkaabl ¢ aamtenbHocTbio RR oo 1,1 c.

e [1nA UCKNOYEHUA SIHAOKPUHOMNATUN (rMnepTmpeos ¢ y3/10BbiM 3060M, akpomeranuna) bbino
nposeaeHo Y3U wmtoBnaHou Kenesbl: 6e3 natonoruu, TTI, T4 cBoboaHbin, T3 cBOH6OAHBIN,
CTl, UDP-1 B npegenax HOpMbil.



TakTnKa

e [1lnAa noaTBEPXKAEHUA ANArHO3a BbIMUCKA NaLMEHTKM Oblsla HanpaB/aeHa Ha
TenemeanuUMHCKYo KoHcynbTauuto B PreyY «HMUL sHaokpmHonorum» Munnsapasa Poccun.

Ha ocHOBaHWMM NpeaocTaB/ieHHbIX AaHHbIX UMeeT mecTo cnHapom Mak-KbtoHa-OnbpanTta-
bpanuesa.

* C y4€TOM YyAOBNETBOPUTE/IBHOIO MNPOrHO3a No POCTy, HEOONBLLOrO onepexeHmna KOCTHOro
BO3pacTa, OTCYTCTBUA AAHHbIX O TMNEP3CTPOreHUU N KUCT ANYHUKOB HA MOMEHT OCMOTpPA
NOKa3aHUM K HA3HAYEHUIO AaHTUICTPOreHHOM Tepanun He bbino.

e [lauuneHTKe 6bIIO peKoMeHA0BaHO HabatoaeHMe B AMHaMUKe (3HAOKPUHOI0ra, TMHEKO0Tra,
HeBpoaora, Kapauonora, optranbmosiora, TPaBMaToN0ra-opToneaa), KOHTPoAb

peHTreHorpadum naevyesom Koctn 1 pas B roa, KoHTponb IKI, ocmoTp rasHoro gHa, MPT
rmnodmsa ¢ KOHTPACTHbIM YCUIEHUEM B ANHAMMUKE.



ObcyKaeHue

CuHpapom MakK-KbloHa-OnbpaiuTta-bpanuesa (MOBE) — 3To reHeTUYeCKHU
NeTePMUHNPOBaHHOe 3aboneBaHne, XxapaKTepumaytouleecs PpacnpocTpaHEHHOW pMbpo3HOM
ANcnaa3snen Kocten, NoOIBNEHNEM Ha TeNe NMATEH T’MNepnurmeHTaumnm no Tuny «kode c
MOJIOKOMY» U PA3NNYHbIMU SHAOKPUHONATUAMU, Hanbonee 4acTor N3 KOTOPbIX ABNAETCA
npexaeBpemMeHHOe N0JI0BOE Pa3BUTHE.

YacTtoTa BCTpeyaemocTu AaHHOro 3aboneBaHumna Bapbmpyetca ot 1 cayyaa Ha 100 tbeic. go 1
MJTH.

3aboneBaHME MOXKET BO3HMKATb Y BCEX AETEN HE3aBMCMMO OT NOJIOBOM MPUHAANIEKHOCTH,
OZHAKO Y AEeBOYEK PErNCTPUPYETCA B 2 pa3a Yallle, YTO CBA3aHO c 60/1ee BbiparKeHHbIMMU
CMMNTOMaMM NPEXAEBPEMEHHOIO NONOBOro CO3pPEeBaHUA NPU MaHUdecTaunm AaHHOIO
CUHApPOMA.

B ocHoBe natoreHe3a cmHapoma MOB nexut mytauma B reHe GNAS, obecneunBatoLero
CMHTEe3 cneumnduyeckoro benka NESP55, ctumynumpytouwero a-cyoveanHuuy G-b6enka (Gas),
KoTopasa aktusmpyet LAMO.



ObcyKaeHue

e CyLWecTBYIOT MOJIEKY/IAPHO-TEHETUYECKME METOAbI, CNOCOOHbIE NAEHTUOULMPOBATL
akTuBMpyoLyto mytaumnto GNAS, oa4HaAKO B KIMHUYECKOM NPAKTUKE OHM MCNONb3YIOTCA PeaKo
B CBSI3U C BbICOKOW YaCTOTOW NOKHOOTPULLATENbHbIX PE3Y/1IbTaTOB.

e Cneyuduyeckoro neyeHna cnHapoma MObB He pa3paboTaHO Cc y4ETOM NONNOPraHHOIO
XapaKTepa nopa*KeHmsa 1 BbICOKOW BapuabesnibHOCTU KIMHUYECKUX nNposBaeHunt. MNpu
TAXENOM TeyeHun Gubpo3HoM Ancniasmm MoryT ucrnonbiosatbca bucpocdoHartbl, 0o4HaKO
3P PEKTUBHOCTb UX UCMONIb30BaHUA Yy aeTteun ¢ cuHapomom MOB Ha cerogHALWHUN AEHb He
AOKa3aHa. [lna nevyeHuna npexxaeBpeMeHHOro noaoBoro Co3peBaHUa y A4eBOYEK BO3MOXKHO
Ha3HayeHne MHrMbutTopos apomartasbl 3-ro NOKONEHUA (N1eTP030/1) UM AHTUICTPOreHOB
(TamokcndeH, TopemudeH, bynBecTpaHT) C Lenblo CHUKEHUA TMNEPICTPOreHNn, 0AHAKO
obWEenpUHATBIX CXem Tepanunm He pa3paboTaHo.
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