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3aboneBaHusa, T.e. OA u conyTcTBytOWMX 3a6oneBaHuUi. [py Npreme NaUKEHTOB, OCYLLECTBAANCA OOLEKINHUYECKUA OC-
MOTp, KOTOPbIV BK/toUYan B ceba: cbop »anob 1 AaHHbIX aHaMHe3a 3a00S1IeBaHNA U KN3HU, OCMOTP MO OOLWEeNnpPUHATON AnA
peBmaTonornyeckmx 605bHbIx cxeme. TakxKe Obina NpoBefeHa nabopaTopHasa AnarHOCTKa (B OCHOBHOM onpeaensanm ypo-
BEHb MOYEBOW KUCIOTbI, C-PEAKTMBHOIO OerKa, XONecTepyHa, MoKOo3bl) U UHCTPYMEHTasIbHble UCCIIeA0BaHUSA TaKMe Kak yib-
Tpa3ByKOBOE NCC/IeJOBaHMe CYCTaBOB, PeHTreHorpadura NopaKeHHbIX CyCTaBOB B iBYX MPOEKLUAX.

Pe3ynemamel uccnedosaHus. leHfepHO-BO3PACTHOE pacnpefeneHne naumneHToB 6bino cnepyowym: 290 XKeHLWWH
(82.39%) 1 62 my>kunH (17.61%); cpegHUN BO3PACT »eHWMH — 65,8 net [min - 43; max - 90]; cpefHUIN BO3PaCT MY>KUMNH —
65,09 roga [min — 38; max - 83]. CpeaHsaa onuTenbHOCTb 3aboneBaHuA coctaBnsana — 8.4 [95% AW 7,75; 9,05] neT, a nebiot
3aboneBaHNa oTMeyvasncs B Bo3pacTte — 57, 04 [95% 1/ 56,15; 57,93] net. K3 Habnoganuck y 99% naumneHTos.

DaHHble 06 ypoBHe MK B cbiBopoTKe KpoBu 6bi10 y 112 (31.8%) naumeHTos. 'Y Habntoganack y 30 (26.79%) yenosek:
18 »keHWWH (60%) 1 12 my>kunH (40%);

leHepanu3oBaHHasa ¢opma OA c 'Y Habnoganacb y 14 naumeHToB (40%), a nokanbHas ¢popma - y 16 nayueHToB (60%),
C nNpeobnagaHnem MopaKeHUs KOJIEHHbIX CYCTaBoB Yy 14 nauueHTa (87.5%) v Tazo6eppeHHbIX CycTaBoB Yy 2 MaLMeHTOB
(12,5%). Ha momeHT nccnepgoaHus 15 nauuneHTtos umenu OA Il peHTreHonornueckowm ctagum (no KennrpeHy-JlopeHcy), 6 na-
uymneHToB - lI-lll ctagnu, 9 nauneHToB - lIl cTagnn. AHann3 gaHHbIX NOKasasn, YTo Hanbosnee 4acTo BCTpevaloLlme Komopbua-
Hble coctoaHuA npu OA CTY 6binn KapamoBackynAapHble 3ab60neBaHNA C OXUPEHMEM, OHU UMenn MecTo Yy 90% naumeHTOoB.
Hanbonee yacto BCTpeyaeTca: apTepuasnbHas runeptoHns (n=28, 93,3%), oxupeHue (n=17, 56,6%), nwwemmniyeckasa 6onesHb
cepaua (n=15, 50%), xpoHunyeckas cepfeyHas HefoCTaTOYHOCTb (N=12, 40%), HbapKT M1OKapaa B aHaMmHe3e (n=11, 36%),

3aknoyeHue. Takum obpasom, npu OA ¢ 'Y BegyLlee MeCcTo B CTPYKTYpe KOMOPOMIHBIX COCTOAHMIA 3aHUMAIOT Kapau-
OBACKyNsipHble 3a6oneBaHus N oxupeHue. Mpn 3Tom beccmnTomHas 'Y MeeT HeraTUBHYIO POJib B MPOrpeccMpoBaHm
cepaeyHo-COCYANCTON, MeTabonmnyecKkon, XenyqoUYHO-KMLWeYHOW COMYTCTBYIOLW e natonornn. Takxe 'Y MoXeT yTaxenaTb
KnuHuyeckue npossneHna OA.

KOHCEHCYC EBPONENCKOIO OBLLECTBA SHAOKPUHOIOIOB MO NATOJIOTUA
OKOJIOWMNTOBUAHDbIX MKEJIE3 2022

benas »K.E.

OrbY HMUL sHpokpuHonorun M3 PO, Mocksa, Poccua

KoHceHcycHoe 3aknioueHne eBpOMercKUX KCMepToB nof 3rufon Esponeiickoro obuectBa SHOOKPUHONIONOB cofep-
XNT peKOMeHZaL MM Mo ANArHOCTUKE 1 NTIeYeHNI0 NepBUYHOro runepnapatnpeosa (MNIMTIT), xpoHuyeckoro runonapaTmpeosa
Y B3pOC/IbIX 11 3a0051€BaHNI OKOMOLLMTOBUAHbIX »Kene3 B nepuog 6epemeHHOCTU 1 nakTaumu [1] n npeacTaBnseTcs Ha pycCcKoM
A3blKe OfHNM 13 pa3paboTunkoB. KOHCeHCYC ABNAETCA pe3ynbTaTtoM ABYX cobpaHui skcnepToB B 2019 1 2021 rogax v fanee
pabot dokycHbix rpynn skcneptos. MNIMT ABnseTcs pacnpocTpaHeHHbIM SHOOKPUHHbBIM 3aboneBaHnem. OgHako ero audde-
peHumanbHasa AMarHoCTKa C CeMeriHON rmnoKanbLuypuyeckor runepkanbuuemmeit (CIT), onpegeneHve 1 KNMHUYECKoe Te-
yeHve HopMmoKanbLmemmyeckoro MMITIT, a Tak»ke ONTUManbHOE JIeYeHNe ero peLuamea nocse onepauuy 6o NPU3HaHbI KC-
NepTHbIM COOOLLECTBOM Kak 06nacTu TpebyioLume YTOUHEHUS U OTAENbHOrO npefcTaBneHus. lMnonapatnpeos — opdaHHoe
3aboneBaHne, xapakTepusyoLleecs H3KOM KOHLEHTpaLMen KanbLysa 13-3a HefoCcTaTouHou cekpeuumn MTT, yawle Bcero nocne
onepauuu Ha Lwee. Bonpochkl, 06cyxgaemble SKCnepTaMu, MOCBSALLEHbI MTPOPUNIAKTUKE Y MPOrHO3MPOBAHNIO XPYPrMYecKoro
NoBpeXxAeHNA NapaLLMTOBUAHDIX Xefle3; YTOYHEHNIO MEeTOA0B JONTOCPOYHOrO fleUeHns, B TOM YMcie MecTa A4f1A 3amecTutenb-
HOIl Tepanuy NapaTrOPMOHOM 1 ONTUMAJIbHbIE LIeNN NpU BUOXUMYECKOM MOHUTOPUHre. DU3nonornyeckre USMeHeHUs Me-
Tabonr3ma KanbLus, MPONCXoAALLIME BO BpeMsi 6epeMeHHOCTM Y KOPMIIEHUS TPYAbIO, MOAUPULIMPYIOT KIUHUYECKYIO KapTUHY
W TaKTUKY NledeHns 3aboneBaHnin NapalyMTOBULHOW »Kene3bl B 3TV Neproabl XKuU3Hu. NpeanoxeHbl COBPeMEHHble MeXancU-
nnuHapHble nogxogbl K MMNI'T v runonapatnpeosa y 6epemMeHHbIX 11 KOPMALLMX XKEHLLWH 1 X HOBOPOXIEHHDIX JETEN.
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TMNEPKOPTUUN3M N OCTEOINOPO3
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[MIoKOKOPTUKOUA-MHAYLIMPOBaHHbIN ocTeonopo3 (MKO) sisnsetca Hanbonee yacTon u Taxenon Gopmoli BTOPUYHOTO OCTe-
onopo3a. [MogcuntaHo, uyto 1-2% HaceneHVA AINTENIbHO NOJYYaloT roKoKopTrkovabl (MTK) no moBoay WMPOKOro cnekTpa
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3abonesaHuii. bonee yemy 30-40% 3TUX NALUEHTOB AUArHOCTMPYIOT NepesioMbl Tef MO3BOHKOB 1 6onee 10% cTpagaloT oT Apy-
rMX MaTonornyeckmx nepenomo. OgHaKo 3a0Nro A0 BHeAPeHUA CUHTeTUYeCKUX K B KNMHUYECKYI0 NPaKTKKy naTonornye-
CKUe MepenomMbl Tejl MO3BOHKOB OblIN OTPAXKEHbI B NCTOPUYECKOM onucaHum 6onesHn NueHko-KywuHra. Matonoruvyeckue
nepenombl pernctpupytorca y 40-76% naumeHTOB C SHAOTEHHbIM runepkopTiumsmom. CnegyeT MOMHUTb, YTO NpPeKpaLleHme
Bo3aencTBus K He HUBeNUpYeT prcK NepeniomoB, GakT npuema cynpadusnonornyeckmx o3 K B TeueHue Tpex mecsues 1 60-
nee, Kak U SHAOTeHHbIN rMNepKopTULM3M B aHAMHE3€e HaBCerfja OCTaeTCs AOMONIHUTENIbHbIM GaKTOPOM prcKa nepesioMoB. Tak
aHanu3 KoropTbl 13 42 500 My>KUKMH 1 KeHLWKWH B TeyeHue 176 000 naumeHTo-neT nokasan, uto BamaHune K Ha puck nepenomos
3aBUCUT OT AO3bl: NPU CYyTOYHOW JO3e NPedHN30M0Ha UKW ero SKBMBANeHTa >7,5 MIr OTHOCUTENbHBIN PUCK NepesioMa CoCTaB-
naet 5,2, Torga Kak ana go3sbl ot 5 4o 7,5 Mr B AeHb OTHOCUTENbHbIN PUCK BABOE MeHbLUe - 2.6. TOYHO TaK »Ke B UcciiefoBaHnm
183 naymneHTOB C SHAOTeHHbIM CUHAPOMOM KyLUMHIa LWaHCbl NEPENOMOB ObIN B TPU pa3a Bbille Y MaLMEHTOB C CBOOOAHBIM
KOpTM30/10M B CyTouHOI Moue (24hUFC) 6onee, uem 1500 HMOMb/24 4 MO CPABHEHMIO C NMaUMEHTaMU C 60nee HU3KUM YpPOB-
Hem 24hUFC. B o6oux nccnegoBaHusix n3obiTok K 6bin Hanbosiee 3HaUMMbIM MPeaKTOPOM Nepenoma, 6onee BaXKHbIM, YeM
BO3pPACT, NMOJ, MUHEpanbHas MIoTHocTb kKocty (MIMK) nnu pgaxe npegwecteyowmii nepenom. Hanbonee nary6Hoe BnvsaHue K
Ha KOCTHbI MeTabosIM3M — 3TO Pe3KOoe CHIKEHVE KOJIMYECTBa OCTe06N1acToB U NX GYHKLUM BMECTE C MOBbILLIEHHOW CKOPO-
CTbIO anonTo3a ocTeob5acToB U octeoumnToB. [ofaBeHrie MapKEPOB KOCTEOOPA30BaHNA HEN3MEHHO HabnogaeTca npu rs-
6biTKe K KaK 3K30reHHOro, TaK 1 SHLOreHHOro NPoUCXoXaeHus. B HacTosLlee BpeMs cumTaeTcs, Yto n3bbitok MK HapywaeT
ocTeobnacToreHes 3a CYET UHIMOVMPOBAHUA KAHOHUYECKOTO NyTu nepefaum curHanos Wingless/B-catenin (nepegaya curHanos
Wnt). B pasnnuHbIx 3KCNepuMeHTasibHble NCCNeOBaHNA Ha rPbi3yHaX M KynbTypax Knetok, [K ctumynvupoBanu skcnpeccuio
reHOB KOAMPYIOLME aHTaroHNCTbl nepedaun curHanoB Wnt, Takme Kak Wnt cekpeTnpyemblin 6enok 1, poacTBeHHbI 6enok
¢pmsenbga 1 (SFRP1), Aukkond 1 (Dkk1) n cknepoctuH (SOST). B OIbY HMWL, sHAOKpPUHONOIMN OLEHUBANACch SKCNpPeccus
reHoB B 06pasLiax KOCTel NaLmMeHTOB C akTUBHOW H6one3Hblo MueHko-KywrHra. [mnepkopTiuuam 6bi1 CBA3aH C NOAaBNeHNEM
reHoB, yyacTByoLWmMx B GyHKLUUM 1 co3peBaHmm octeobnactos (ACP5, ALPL, BGLAP, COL1A1, COLT1A2, BMP2, RUNX2, TWIST1);
MOBbILIEHHOW 3Kcnpeccum aHTaroHucToB Wnt-curHana (Dkk1, SOST) 1 3HaumTenbHbIX M3MeHeHUAX ypoBHe MUKpoPHK, koTo-
pble, Kak N3BECTHO, NOAABNAIT ocTeobnactoreHes (MnP-125b-5p, MuP-218-5p, MmnP-34a-5p, MruP-188-3p, MmnP-199a-5p). UHTe-
pecHo, YTo NPV ANUTENBHOM MMMNEPKOPTULM3ME OblIM OOGHAPYKEHbI KOMMEHCATOPHbIE MexaHM3Mbl: akTuBauusa Wnt10b, LRP5
n LRP6; nogasneHvie SFRP4 1 reHoB, CBsI3aHHbIX C OCTEOKNACcTOreHe30M. HecmoTps Ha ry6oKre usMmeHeHNs B KOCTHOM pemo-
denvposaHum npu KO, AnarHocTKa oCcTeonopo3a Npuv runepKopTULIM3ME OCTAETCA CJIOXKHOW 3ajayel BBUAY MUHUMANbHOrO
CHUXeHNA MIK HecoOTBETCTBYIOLEro KparHe BbICOKOMY PUCKY nepenomMoB. PekomeHZaumnmn AMepmnKaHCKOro Konneaxa pes-
MaTosIoroB no npodunakTrke n nedenuto N’KO npepnoxmn gudpdepeHLMpoBaTb KaTeropun prcka NepesioMmos y NaLUeHTOB,
nonyudasLuux K. Bapocnibie monoxe 40 net fomkHbl KNaccudrumpoBaTbCa Kak NaLMeHTbl C BbICOKUM PUCKOM NEepPesioMOB, eC/n
Y HUX y>Ke Obl/1 MaTONIOrMUYeCcKniA Nepesiom; YMepeHHbI pyck nepenomoB B cydyae MIK TazobepeHHOro cyctaBa unm no3so-
HOYHVKA MO Z-KPUTEPUIO -3 11 Xy>Ke UK ObICTPOI MOTepelt KOCTHOW Macchl 6onee 10% B TeueHue 1 rofa; B TO BPeMs Kak eciu
€UHCTBEHHbIM haKTOPOM pricKa nepenomMa AsnseTca cam K, naLmeHTbl OTHOCATCA K rpymnne HU3KOro pucka. [na nvy ctapue
40 net puck nepesnioMa cnefyet oueHnBaTb ¢ nomolbto FRAX ¢ koppekumen gosbl K (+15% 0514 0CHOBHbIX OCTeoNnopoTHye-
CKUx nepenomos u +20% ans nepenoMoB 6egpa npv npueme 7.5 Mr npeHU30s10Ha U 6oree B TeueHUe 3-x mecsAleB 1 6onee).
Danee B PO cTpatndmkaLma prucka NponsBoamMTCs COrMacHo anroputMy BMelaTtenbctBa FRAX. OgHako, ecniv B 3Toi BO3pacT-
HOWN KaTeropuu yxe npousoLuesn naTonornyeckui nepesiom uim nmeetca cHmxeHve MIK, cootTBeTcTByioWwee ocTeonoposy
(MINK 6eapa nnn L1-L4 T- Kputepurii MeHee -2,5) NaLmMeHTbl OTHOCATCA K Ipyrine BbICOKOrO PrCKa 1 HYXX[alTCA B leyeHun. Bee
MauVeHTbl AOMKHbI NPUHMMaTL J06aBKU Kanbuusa 1 ButammHa D. MNpu 3Tom BUutamriH D Ha3HavyaeTcs B CyTOYHONM JO3NPOBKE
o1 1000-2000 ME u Bbile € y4eTOM U3OBITOYHOIO Pa3pyLUeHNA aKTUBHBIX GOPM KoneKanbumdepona 1 npenapatbl KanbLus
1000 Mr B CYTKM, C YH4ETOM CHUMXEHMA BCacbiBaHUA. JlLam C yMepeHHbIM 1 BbICOKMM PYICKOM MepenoMOoB MOKasaHa Tepanvs
HanpaBneHHan Ha nNpegynpexaeHve nepenomMa. [ns neyennsa NKO 3apeructprpoBaHbl bucdocdoHatsl (BD) (aneHgpoHoBas,
pu3enpoHOBas, 30/1IeAPOHOBAA KNCIOTbI). Kpome Toro, Npu TSXXenoM TeYeHnr 0CcTeonoposa, bonbiion notepu MK, npotrso-
nokasaHuax unn HeadpdektreHocTy BO naumeHTam ¢ FTKO MoXeT 6bITb HazHaueH TepunapaTug 20 MKr NOAKOXHO 1 pa3 B AieHb
unu geHocymab 60 Mr MogKoxKHO 1 pa3 B 6 MecsLeB.

Takum o6pazom, NKO - ogHa u3 Hanbonee Tsxenbix GOpmM BTOPMUYHOTO OCTEONOPO3a, KOTOPbIN TPeOyeT paHHe! AnarHo-
CTVIKM 1 ieYeHus gns 6onee 6naronpuaTHOro NporHo3a.
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JleueHue NOXUNbIX NALMEHTOB C HA3KO3HEPTETUUYECKMI NEPENIOMaMM LLENKY 6eJpEHHOI KOCTW OCTAeTCA KpaliHe CIIOXKHOM
npo6nemor COBpeMEHHON TPABMaTONOMMI C BbICOKOW A0ME OCIIOKHEHWI 1 NIETaNIbHOCTbIO NEPBOro rofia XM3HW, COCTaBAOLLEN
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