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1. METOAOJIOI'A CBOPA NOKA3ATEJIBCTB

MeToasl, HCMOJIb30BAHHBIE /15 cO0pa / ceJIeKINN J0KA3aTeIbCTB!

[Tonck myOnukanmii B CIENUATA3APOBAHHBIX IIEPUOJHMUYCCKUX MEUATHBIX H3JaHUSIX C
umnaxt-paxkropom > 0.3;

[Touck B 31€KTPOHHBIX 0a3ax JTaHHBIX.

Ba3bl 1aHHBIX, HCIOIB30BAHHBIX JIUIsI cO0pa / ceJIEKIINH J0KA3aTe/IbCTB!

JlokazatenbHOM ©Oa3oif  AJiE  PEKOMEHJAIMI  SIBJISIFOTCSl  MyONWKAllMK, BOINEINNAE B
KoxpaitnoBckyto 6ubnmoreky, 6a3pl manasix PUBMED u MEDLINE. I'mybuna mowmcka
cocraBmsita 307er.

MeTtoasl, HCIOIBb30BAHHBIE /11 AHAIN3A 10KA3ATeJIHCTB.
*  O0630psI ONTyOJTMKOBAHHBIX META-aHAIA30B,

* Cucremarndeckue 0030pbI ¢ TAOIUIIAMHU JJOKA3ATEIIbCTB.

MeToasl, NCTIOIL30BAHHBIE 11 KAYE€CTBA H CHJIBI /IOKA3aTeIbCTB!
» KoHceHcyc dKCIIepToB;

e OrmeHka 3HAYMMOCTH JIOKA3aTeJIbCTB B COOTBETCTBUH C PEUTHHTOBOM CXEMO
noKkaszareabeTB (Tadir.l).

Tab6mura 1.
PeiiTuHroBasi cxemMa J1Jifl OLEHKH CHJIBI J0KA3ATEJIbCTB

YPpOBHHU JJ0Ka3aTeNIbCTB Omnucanue

1++

MeTta-aHanu3bl  BBICOKOTO  KayecTBa, CHCTEMaTHYeCKHe  0030pbl
PaHIOMU3HPOBAHHBIX KOHTPOJIMpYeMbIx uccienoBanuii (PKN), umu PKU
C OYEHb HU3KHUM PHCKOM CUCTEMATHUECKUX OIMNOOK

1+

KauecTBeHHO TpOBEJCHHBIE METa-aHAIU3bI, CUCTEMATUUYECKUE 0030pbI
i PKU

Merta-ananu3sl, cucreMaruueckue 003opsl uim PKU ¢ BeicokuM puckom
CHUCTEMaTHUYECKUX OIIUO0K

2++

BricokokauecTBeHHBIE cCTEMaTHYECKUE 0030pbl UCCIIEJOBAHUN CITydai-
KOHTPOJIb WM KOTOPTHBIX HCCJIENOBAHMI € OTCYTCTBUEM WM OYEHb
HU3KUM PUCKOM 3(PPEeKTOB CMEITMBAHUS WM CHCTEMAaTHYECKUX OIHUOOK
7 BBICOKOU BEPOSITHOCTHIO MPUUNHHON B3aMMOCBSI3U

2+

Xopol11o MpoBeJEHHbIE UCCIIEAOBAHUS CIIy4aii-KOHTPOJIb UM KOTOPTHBIE
UCCIIC/IOBAHMSI CO CPETHUM pPHCKOM 3((}EeKTOB CMENmMBaHUS WU
CHUCTEMATUYECKUX OIIMOOK U CpeJHEd BEpOSITHOCTHIO IMPUUYUHHOMN
B3aMMOCBSI3U

UccnenoBanust cliy4ail-KOHTPOJIb WM KOTOPTHBIE MCCIIEIOBAHUS C
BBICOKAM DPHCKOM J(QQEKTOB CMEIIMBaHUS WA CHCTEMAaTHYCCKUAX
OomHMOOK U CpeHEN BEPOSITHOCTHIO MPUUMHHON B3aMMOCBSI3U

He ananutndeckue nccienoBanust (OMUCAHUS CIIydaeB, CEpHil ClIy4yaen)

AW

MHeHnue sKCnepToB




METO/I0JIOT' Ul PASPABOTKU PEKOMEHJAIIUM

Onucanue MeTOAHKH AHAJIN3A 10KA3aTeJIbCTB H Pa3padoTKU peKOMEeH IAIHii:
I[Ipu orbGope mnyOnukamuii, Kak MOTCHIHMATHHBIX HUCTOYHHKOB  JIOKa3aTENbCTB,
WCTIOJIB30BaHHAS B KaXJIOM HCCIICIOBAHUHM METOJOJIOTHS H3ydajach Il TOTO, YTOOBI
yOeuThCsl B €€ COOTBETCTBUU MPUHIIUIIAM JOKa3aTeIbHON MeIUIUHBL. Pe3ynbrar uzydenus
BIIMST HA YPOBEHB JI0KA3aTEILHOCTH, NMPUCBAMBAEMBIN MyOJIMKAIIUHA, YTO B CBOIO OUYepeh
BJIMSIET HA CUILY, BBITEKAIOIUX U3 HEE PEKOMEH AU,
MeTojotornyeckoe u3ydeHrne (POKYyCHpPOBAIOCh Ha OCOOCHHOCTSIX JHM3aifHa WCCIIeIOBAHMS,
KOTOPBIE OKA3bIBAJIN CYILIECTBEHHOE BIUSHUE HA KAYECTBO PE3YIbTATOB U BHIBOJIOB.
C 1meiapl0 UCKIIOYCHHS BIMSHUAS CYOBEKTUBHBIX (DAKTOPOB KaXJI0€ HCCIICTOBAaHUE
OLICHMBAJIOCh HE3aBUCHUMO, KaK MUHUMYM JBYMsl HE3aBUCHMBIMHA 4YJIEHAMH AaBTOPCKOIO
KOJUUIGKTHBA. Paznmuums B OolleHKe 00CYXIaINCh Ha COBEMIAHUAX paboueit rpynibl aBTOPCKOTO
KOJUIEKTHBA JAHHBIX PEKOMEHAIHM.
Ha ocHoBanmm ananm3a J0Ka3aTelbCTB IOCIAEAOBATEIbHO OBUTH pa3paboTaHbl pa3aelibl
KJIMHUYECKUX PEKOMEHIAIUU C OLEHKOW CHUJIBI B COOTBETCTBUU C PEUTUHIOBOM CXEMOU
pexoMenanuii (Tadi.2).

Mertoabl, Henoab30BaHHbIE /151 GOpMYTHPOBAHUSA PEKOMEHIAIUIA:
* KoHceHcyc dKCTIepTOB,;

e OrmeHKa 3HAYUMOCTH PEKOMEHIAIMM B COOTBETCTBHHM C PEUTHHTOBOM CXEMOM
(tab6m1.2)

Tabmuma 2.
PeiiTuHroBas cxema Uil OIEHKH CHJUIBI peKkoMeHaammii [13]

Y pOBHU JI0OKa3aTeNbCTB Onwucanue

PexoMenanyuu ocCHOBaHBI:

II0 MEHbBIIECH Mepe, Ha OJHOM METa-aHalM3e, CUCTEMaTHYECKOM 0030pe
nm PKU, onenennsix kak 1++, HampsMylO NPUMEHUMBIX K II€JIEBOH
HOIYJISUHN U JEMOHCTPUPYIOLINX YCTOWYMBOCTh PE3yJIbTaTOB

U

rpyIIe JI0Ka3aTelbCTB, BKIIOYAIOIIMX pPEe3yJbTaThl HCCIIEJOBAHUMH,
OLICHEHHBIX Kak 1+, HampsMyr0 IPUMEHHMMBIX K I€JI€BOM MOIYJSALUNA U
JIEMOHCTPHUPYIOIUX OOLIYI0 YCTOWYMBOCTh Pe3yJIbTaTOB

PexoMenmanimm ocCHOBaHEI:

Ha TpyMIe JI0Ka3aTeNbCTB, BKIIOYAIOIMIMX PE3yJbTaThl HCCIICTOBAHUMN,
OIICHEHHBIX KaK 2++, HampsIMyIO0 MPUMEHUMBIX K IIeJIEBOM MOMYJISIUU 1
JIEMOHCTPHUPYIOMIUX OOITYI0 YCTOWYUBOCTD PE3YJIHTATOB

A

AKCTPAIOJIMPOBAHHBIX JIOKA3aTEIbCTB U3 UCCIIEOBAHUH, OIEHEHHBIX KaK
1++wum 1+

PexoMmennanmuy OoCHOBAHEL.

Ha TpyHme JI0Ka3aTeNbCTB, BKIIOUYAIOIMIMX pPE3YyJIbTaThl HCCIIEIOBAHUMI,
OIIEHEHHBIX KakK 2+, HANpsAMYIO MPUMEHUMBIX K II€JIEBOH MOMYJISIIUNA U
JIEMOHCTPHUPYIOMIUX OOIIYIO0 YCTOWYMBOCTh PEe3yIbTAaTOB

AIIA

SKCTPAIOJIMPOBAHHBIX JIOKA3aTEJIbCTB U3 UCCIEOBAaHUM, OLIEHEHHBIX KaK
2++

PCKOMeHI[aI_[I/II/I OCHOBAHBI HAa JOKAa3aTCJIbCTBAX YPOBHIA 3unu 4

nim

OKCTPAIOJIMPOBAHHBIX JOKA3aTCJIILCTB U3 HCCJICIOBAHNUM, OIICHEHHBIX KaK
2+




Nuaukaropsl 100pokadecTBeHHol KamHudeckoit mpakrtuku (Good Practice Points —
GPPs):

I00poKayeCcTBEHHAs TpPAKTHKA PEKOMEHJAIMM OCHOBBIBAETCS HA KBAIH(UKAUH U
KJIMHAYIECKOM OIBITE aBTOPCKOTO KOJUIEKTHBA.

METOJ0JIOT U BAIUIN3AIIMA PEKOMEHTAIINI

MeToapl BAIUAH3ANMHA PeKOMEHIAIHIA:
e BHemHsis 5KcniepTHAs OLICHKA,;

*  BHyTpeHHSS 3KCHEpTHAs OLICHKA.

Onucanne MeTOIHKA BATHIH3AIMA PEKOMeH/IAIHIA
Hacrosimue pekomeHpanuu B MpeIBapUTENbHON BEpCHUU OBLIA pPElEeH3UPOBAHBI HE3aBUCHMBIMH
OKCIepTaMH,  KOTOPHIX  MONMPOCWIA  IPOKOMMEHTHPOBAaTh,  HACKOJIBKO  KadyeCTBEHHO
WHTEPIPETHPOBAHBI JIOKA3aTeNIbCTBA U pa3paboTaHbl peKoMeHnaanuu. Takke ObLIa MpoBeleHa
9KCTIepTHAsI OTICHKA U3JIOKESHUSI PEKOMEHIAINI U MX JOCTYITHOCTH IS HOHUMAHHS.
[IpenBapuTenbHas BepcHsi peKOMEHIAUK MpeAcTaBslach U 00CyXJanach Ha 3acelaHuu
DkcneptHoro Cometa 1mo mpobieMaM OoJre3Hr [omre W HaydHBIX KoH(pepeHIUsaXx HammoHambHOTO
reMaToJIOrMYECKOro 00IIecTBa.
Pexomennmarm  0OCYX JIE€HBI W OJOOpPEHBI BEIYIMUMH CHEIHAINCTaMH  MPOQUIHHBIX
®denepanbHbIX 1IeHTPOB PO 1 nmpakTHyecKuMu BpayamH.

OxoHuaTeJbHAS peJaKIHsL:

JIiss OKOHUYATENbHON peJakIUu M KOHTPOJS KadyecTBa PEeKOMEHJAlMH OBLIM IOBTOPHO
MIPOAHAIM3UPOBAHBI WIEHAMH aBTOPCKOI'O KOJUJIEKTHUBA, KOTOPhIE MPHUIILIMA K 3aKJIIOUEHUIO, YTO BCE
CYLIECTBEHHBIE 3aME€YaHHs]T ¥ KOMMEHTapuM OKCIEpTOB MPHUHITHI BO BHHUMAaHHE, PHUCK
CHUCTEMATUYECKUX OIMIMOOK MpHU pa3pabOTKe CBEACH K MUHUMYMY.

[locneqnue wu3MeHeHHs U OKOHYATellbHAs peAaKIusl JaHHBIX pPEKOMEHJAIui ObLIn
paccMOTpeHbl U yTBepkIeHbl 24 centsOps 2014. ma 3aceganuu MyIbTHAMCIUIIIHHAPHOTO
DKCIIepTHOTO COBeTa 1Mo ophaHHbIM 3a001eBaHusM TTpu DeepanbHBIX eHTpax M3 PO.



2. Boaesns Iomie: 3THOJIOrUA M MATOreHes

bonesur Tome (MKB 10: E 75.2) — nambomee wacras ¢opMa HACIeACTBEHHBIX
(depmeHTOnaTH, OOBEIMHEHHBIX B TPYIY JHA30COMHBIX OOJie3HEH HakomieHus. B ocHoBe
3a00JICBaHUS JICKHT HACICACTBEHHBIA JIe(HUIMT aKTUBHOCTH [-rimokonepeoposumassl  (B-
[JIFOKO3H/1a3bl) — JIN30COMHOTO (pepMEHTA, YYaCTBYIOIIETO B JIETPaJallid MPOAYKTOB KIETOYHOTO
metabomusma [1, 2, 3, 4].bonesns ['ome Obuta BrepBoie omnmcana B 1882r. P. C. E. Gaucher,
KOTOPBIN UICHTH(PHUIIMPOBAI TATOTHOMOHWYHBIE JJIs1 JAHHOTO 3a00JIeBaHUs KIETKH — Makpodaru,
HaKarIMBAIOIIKE JIUITH/IBI, I03/IHEe Ha3BaHHBIE KiieTkaMu [ orme [5].
bonesnr T'ome Berpedaercst ¢ wacroroit ot 1:40 000mo 1:60 000y mpencraBuTeneld BcexX

STHUYECKHX TPYIII; B MOIYJISAIUU eBpeeB-alllkeHa3u yacToTa 3aboeBanus qocturaet 1:450 [4].

bonesnp lome HaciemyeTcs 1O ayTOCOMHO-PEIIECCHUBHOMY MeXaHU3My. B ocHoBe
3a00J1€BaHUs JICKAT MyTallUH TeHA TIIIOKOIepeOpo3uIa3bl, JOKAIH3YoIIerocs B pernone 21lua 1-
it xpomocome [3, 4]. K Hacrosmemy BpeMeHH onmucano okoyio 350 pa3IuuHbIx MyTaluii 3TOro rexa,
u3 koropeix 4 (N370S, L444P, 84GG, IVS2+&yrpeuarorcs Hanbosiee yacto u coctasisiior 90%
BCEX MYTAHTHBIX alljIeliel reHa B MOMYJISIIUU eBpeeB alkeHa3n U okoio 60% MyTaHTHBIX ajuiesei
y OOJIBHBIX JIPYTUX dTHHYECKHUX rpym [6, 7].

[IpucyTcTBHE JBYX MYTAHTHBIX ailjlejic reHa compoBoxaacTces cHmkeHneM (< 30%)
KaTAIATHYECKOW aKTHBHOCTH TIFOKOIEpeOpO3na3bl, YTO MPHUBOJUT K HAKOIUICHUIO B JIN30COMAaX
MakpodaroB HEYTUIM3UPOBAHHBIX JIUIUIOB U OOPA30BAHHUIO XAPAKTEPHBIX KIETOK HAKOIUJICHHS
(kmetok Tome) — meperpyXeHHbIX Junugamu — Makpodaro.  CleJcTBHEM  JaHHOTO
MeTabO0JIMIECKOTO JIe(eKTa SIBISIOTCS:

1. Xponwmueckas akTUBaIUs MakpodararbHONU CHCTEMBI,

2. AyTOKpUHHAs CTUMYISIHS MOHOIMTONOY3a W YBEIUYEHHE aOCOTIOTHOTO KOJINYECTBA
MakpodaroB B MecTax «PHU3MOJIOTHUECKOTO JOMa». cejie3eHKa, MedeHb, KOCTHBIA MO3T,
CJIEJICTBHEM Yero SBISIOTCS CIICHOMETANIWs, TelaToOMerans, WHQHUIbTpaus KOCTHOTO
MO3ra;

3. Hapymenue perymstopablx (yHKIUNA MakpodaroB, 4To, MPEANONOKHTEILHO, JIEKHUT B

OCHOBE IUTONIEHUYECKOTO CHHIPOMA M MOPAKEHHUSI KOCTHO-CYCTaBHOM cucTembl [4, 8].

2.1 Knaccnpuxamus

B cootBerctBumn ¢ Hannunem nopaxkeHus [[HC u ero ocoOEHHOCTSMHU BBIACISIOT TPU THUIIA

oounezuu [ome:
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* tun | — 06e3 HEBPOJOTWYECKHX MpOSBICHUH, HamOoJiee YacThli BapWaHT 3a00JICeBaHWS,

HaOmonaercs y 94%narnueHtoB ¢ 60se3Hb0 [omme [9];

e tumn |l (ocTphlii HEHPOHONIATHYECKUIT) — BCTpedaeTcsl y JeTeil paHHEero BO3pacTa, OTIMYAeTCs
MIPOrPECCUPYIOLINM TeUeHHEeM U TshkesbM nopaxenueMm [{THC, BenymuM K eTalbHOMY UCXOAY

(6ompHBIE peIKO T0KHUBAIOT J0 BO3pacTa 2 JIeT);

* tun |l (XpoHudyeckuii HefipoHONMAaTHUYECKH) — OOBEAUHSET OoJiee Pa3HOPOAHYIO TPYIITY
OOJIBHBIX, Y KOTOPBIX HEBPOJIOTUYECKHE OCTIOKHEHHSI MOTYT TPOSIBIISTHECS KaK B paHHEM, TaK U B

IMOAPOCTKOBOM BO3pacTe.

2.2 KnruHn4yeckue NpU3HAKU
OcHOBHBIE KJIIMHUYECKHE TMpOsBICHUs Oonie3HH ['omie BKIIOUAIOT — CIUIEHOMETAJIHIO,
rernaToMerajimio, IUTONEHUIO U MOpakKeHNEe KOCTEH.

Cnnenomezanus — yBelMUeHUE 00beMa CeNe3eHKH BbIlle HOpMaIbHOTO. Cene3eHKa MOKET
ObiTh yBenmmueHa B 5—80pa3 mo cpaBHeHuto c¢ Hopmoit. Ilo mepe mnporpeccupoBanus
CIUIEHOMETAJIMH B CeJIe3eHKEe MOTYT pa3BUBAThCsS MHPAPKTHI U (pubpo3Hble n3MeHeHus. HdpapKTel
CEJIe3CHKH BCTPEYAIOTCS JJOBOJIBHO YacTO M, KaK MPABHIIO, HE UMEIOT KIIMHUYECKUX MPOsIBIICHHH [4,
10].

I'enamomecanuss — yBenuueHne oObema TmedeHH Oojee yem B 1,25pa3za cBbime
HOopMalibHOTO. Pa3mepsl mneueHum oObIMHO yBenuuuBaroTcss B 2—4paza. Ilpm Y3 wmoryr
BBISIBJISITHCSI OYAroBbI€ NMOPaKEHUs MEYEHH, KOTOPhIE, MPEANONI0KUTENbHO, SIBISIOTCS CIEJICTBUEM
uimemMun B Guodpo3a. OyHKIHS IMeUSHH, KaK MMpaBuio, He cTpagaeT, ogHako y 30—50%00bHbBIX
OTMeYaeTcsl HeOOJIBINOe TOBBIMICHHE aKTHBHOCTH CHIBOPOTOYHBIX aMHUHOTpaHc(hepas3, OOBIMHO HE
OoJiee ueM B 2 pasa, uspeaka — B /—8pas [11].

Haunbosiee paHHMM U XapaKTE€pPHBIM IPOSBICHUEM YUMONEHUUECKO20 CUHOPOMA CIYKUT
TPOMOOLIUTONIEHHSI CO CIIOHTAHHBIM I'€MOPpPAark4ecKUM CHHJIPOMOM B BHJIE IOJKOKHBIX T'€MaTOM,
KPOBOTOYHMBOCTH CIIM3UCTHIX OOO0JIOUEK WM JUIMTEIbHBIMU KpPOBOTEUCHHMSIMH IIOCJIE MaJIbIX
ONEpPaTUBHBIX BMEIIATENLCTB. B  janpHeileM pa3BUBAIOTCS aHEMHUsT U JIGUKONEHHS ¢
OTHOCHUTEJIBHBIM JTUM(OIIMTO30M U aOCOMOTHONW HEUTpOINeHHeH, OJJHAKO OYEBHIHOTO MOBBIIICHUS
4aCcTOTHI MH(EKIIMOHHBIX 3a00IeBaHuil y 00JIbHBIX He HabmomaeTes [11].

Ilopaoicenue xocmeil BapbUpyeT OT OECCHMITOMHON OCTEONEHWH M KOJIO0OOpa3HOH
nedopManuy TUCTANBHBIX OTAETIOB OelpeHHBIX KocTel (KoyuObl DprieHMelepa) 10 TsHKEIeHInero
0CTEONOpo3a M MIIEeMUYECKUX (aBaCKYJISIPHBIX) HEKPO30B C Pa3BUTUEM BTOPHUYHBIX OCTEO0APTPO30B.
[lopaxeHre KOCTHO-CYCTaBHOW CHCTEMBI MOXET MPOSIBISITHCS OCTPHIMH WM XPOHUYECKUMH
00JISIMH, TIATOJIOTHYECKAMH TIEPEIOMaMU U Pa3BUTHEM HEOOPATHMBIX OPTONEINYECKHUX JTe(EKTOB,

TPeOYIOIMX OINEPATUBHOTO JICYCHUs (IHIONMPOTE3UPOBAHUS CYCTaBOB). J[JIsl JeTeld W MOJIOMABIX
8
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B3POCJIBIX XapaKTEpHO pa3BUTHE, TaK Ha3bIBAEMBIX, KOCTHBIX KPH30B — 3IH30/I0B CHUJIbHEUIINX
OCCalITHid, COMPOBOXKIAIOIIUXCS JTUXOPATKOH U MECTHBIMU OCTPOBOCTIATUTETHHBIMU CUMIITOMAMHU
(oTek, MOKpacHEeHHE), CUMYJIHMPYIOIUMH KapTHHY oOcTeoMHuenuTa. DakTopoM pUCKa pa3BHTHUS
KOCTHBIX KPH30B M TSDKEJIOrO MOPaKEHUS! KOCTHO-CYCTABHOM CHCTEMBI SIBISIETCS CIJICHOKTOMUS,
npejpacrojiaraiomas K pa3BUTUIO TUIEPKOAryJIsLUOHHOTO CHHAPOMAa M HUIIEMHYECKOMY
MOPAKEHUIO KOCTEeH (OCTEOHEKPO3bI), JIeXKAIIeMy B OCHOBE KOCTHBIX Kpu3oB [12]. Tlopaxenwue
KOCTHO-CYCTaBHOM CHCTEMBI, KaK MPaBHIIO, SIBISIETCS OCHOBHOM KIMHUYECKOW MpoOIeMod mpu
6one3nu ['ome | Tuma, onpenenseT TSHKECTh TeUEHUs 3a00JIeBaHUS M KAU€CTBO JKU3HU MAlUEHTOB.

Cumnmomwor nopadxcenuss [{HC HaOMIOIAIOTCS TOJIBKO TIPH HEWPOHOMIATUYECKUX THIAX OO0JIE3HH
[omre y nereii (tumsl |l 1 1) u MOTYyT BKITFOYATH TI1a30IBUTATEIILHYIO allPAKCUIO MM CXOJSIICecs
KOCOTJIa3ue, aTaKCHIO, HApYyIIEHUs YyBCTBHTEIHLHOCTH U MPOTPECCUPYIONIYIO MOTEPI0 MHTEIUIEKTa
[4, 11].

Hopaosicenue neexux BcTpedaeTcss y 1—2%O00JbHBIX, MPEUMYIIECTBEHHO, Y TEPEHECIINX
CIUICHIKTOMUIO, W TPOSBISETCS KaK HMHTEPCTHIMAILHOE MOPAKEHUE JIETKUX WK TOpaKeHHe
JIETOYHBIX COCYJIOB C Pa3BUTHEM CHMIITOMOB JIETOYHOM runepTensun [11].

Tun | aBnsierca HanOoJiee YaCThIM KIMHUYECKUM BapuaHToM OoJsie3Hu ['ome u BcTpedaeTcs: Kak
y Aerelt, Tak W y B3pocibix. CpemHuii Bo3pacT OONBHBIX B MOMEHT MaHH(decTanuu 3a00seBaHUsI
coctapnseT oT 30 mo 40mer. CrekTp KIMHUYECKHX MPOSBICHUN OUYEHb IMMPOKHUI. HA OJHOM
KOHIIe — «OeccuMITOMHBIE» nMarueHThl (10—25%),Ha ipyroM — GOJIBHBIE C TSKEIBIM TCUCHHEM:
MAaCCHBHOW TeIaro- M CIJICHOMeTaaueH, TiryOoKoi aHeMuelt U TpoMOOIIUTOTICHUEH, BEIPAKEHHBIM
UCTOICHUEM M TSDKEIBIMH, YTPOXKAIOIIUMH JKU3HH OCJIOKHEHUsAMH (reMopparud, HH(apKThI
CeJIe3CHKHU, JCCTPYKIUS KocTeil). B mpoMexyTke MeXIy OSTUMH TOJSPHBIMH KIMHUYCCKUMU
TpyNIaMu HaxoJATCs OOJbHBIE C YMEPEHHOW TIemaTOCIUICHOMETaled W IMOYTH HOPMaIbHBIM
COCTaBOM KpOBH, C TOpakeHHeM KocTedl unmu Oe3 Hero. Y nereit HaOmOgaeTcss OTCTaBaHHE B
(GU3NYEeCKOM H IIOJIOBOM pa3BHTHH, XapaKTepHa CBOeoOpa3Hash TUIEPIUTMEHTAIUS KOXHBIX
MTOKPOBOB B 00J1aCTH KOJICHHBIX U JJOKTEBBIX CYCTABOB.

[Ipn Gone3nm l'ome Il muna oOcHOBHBIE CHUMIITOMBI TOSBISIOTCS B MEpBbIe 6 MecsIleB
*u3HU. Ha panHuX crajgusax 3a005ieBaHUs OTMEUAIOTCS MbIIIIEYHAsi TUIIOTOHUS, 3aJIEp’KKa U perpecc
MICUXOMOTOpHOrO pa3Butus. Ilo Mepe mporpeccupoBanusi 00J€3HH MOSBISIOTCS CHACTUYHOCTH C
XapaKTepHOW peTpaknuel Ieu W crudaHreM KOHEUHOCTEH, Ta30/BUTaTeNIbHBIE HApYIICHUS C
pa3BUTHEM CXOJISAIIETOCS KOCOTJIa3us, JIApHHTOCTa3M W jucdarus. XapakTepHbl OyInOapHBIC
HapyLICHUsI ¢ YACTHIMU aCIUPALUSIMHU, TPUBOISIINE K CMEPTH OOJIBHOIO OT allHO?, aCIUPAIlMOHHON
THEBMOHUM WM JUCQYHKIMU JBIXaTebHOTO IIEHTpa TOJIOBHOTO Mo3ra. Ha mo3mHuMX cramusx

Pa3BUBAIOTCA TOHUKO-KIIOHHUYECKUC CYIOPOIKHBIC HNPUCTYIBI, KOTOPHLIC OOBIYHO PE3UCTCHTHBI K
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IPOTHBOCYJOPOXKHON Tepanuu. 3a0oneBaHne TPUBOINUT K JIETATHHOMY HCXOAY Ha MEPBOM-BTOPOM
rOJy JKU3HU peOeHKa.

[Ipu Gone3nn l'ome Il muna HeBposOrMUecKHe CUMITOMBI BO3HHKAIOT TO3]HEE, Kak
mpaBujio, B Bo3pacte 6—15ner. XapakTepHBIM CHMIITOMOM CIY)KHT —Tape3  MBIIIII,
MHHEPBUPYEMBIX TIJIa30/IBUTATEIbHBIM HEpBOM. MoryT HaOmMOIaThCsi MHOKIOHHUYECKHE |
TeHEPAJIM30BAHHbIE  TOHHMKO-KJIOHMYECKHE  CYJOPOTH,  TMOSBIAIOTCS W MPOrPECCUPYIOT
SKCTpanupaMyIHaAsl PUTUIHOCTH, CHWKEHHE HMHTEIUIEKTa, TPU3M, JIMIIEBbIE I'pUMachl, aAucgarus,
mapuHrocrazM. CTerneHb WHTEIUIEKTYaIbHBIX HApyIICHWH BapbUpyeT OT HE3HAYUTEIbHBIX
M3MEHEHUH JMYHOCTH /IO TSDKEIoi JeMeHImH. MoryT HaOmoqaThesi MO3KEUKOBBIE HapyIICHUS,
paccTpoiicTBa pedn W MUChbMa, MOBEIEHUYECKHE W3MEHEHHs], SIMU30/bl 1cuxo3a. B GobIuHCTBE
cllydyaeB TeueHHe 3a00JieBaHMS — MEUIEHHO Iporpeccupytomiee. JleTalbHbI HMCXOA HACTymaeT
BCJIC/ICTBHE TSDKEJIOTO MOPAXKEHUS JIETKUX W TedeHu. [IpolomKuTeIbHOCTh JKU3HU TAIIMEHTOB C

6omne3nnio ['ome |l Tunma moxket mocturare 12—177et, B eqmHIYHBIX cirydasx — 30—A407mer.

2.3 IlnarHocTuka

Juarno3 6Gone3nu lomie cieayer MpennoyioKUTh y TMalMEeHTa ¢ HEOOBSICHUMOH CILIEHO- U
rernaToMerajiieit, MUTONEHUER U CUMIITOMAMU TMOPAKEHUSI KOCTEM.

OnpeoenieHue aKmueHOCmMU KUCA0U [-2ni0Kouepedpo3udasvl B JEUKOIUTAX KPOBU SIBIISETCS
OCHOBOI COBpeMeHHOW nuarHocTuku Oone3nu [ome. J[narHo3 moAaTBepKAaeTcs MPU CHUKCHHUU
akTUBHOCTH (pepmeHTa 10 ypoBHS HIke 30% oT HOpMasabHOro 3HaueHus (kateropust A). CTerneHb
CHIDKEHHSI aKTHBHOCTH (epMEHTa HE KOPPENIHUPYET C TSHKECThIO KIMHHYECKUX TPOSBICHHN U
TeueHreM 3abosieBanus [4, 12]. JIomomHUTEIbHBIM OHOXUMHYECKUM MapKepOM, XapaKTEPHBIM IS
Oone3nu ['orme, CayKUT 3HAYUTETHFHOE MOBBINIEHUE aKTUBHOCTH CHIBOPOTOYHON XUTOTPHO3HIA3HI —
THIIPOJIATHYECKOTO  (epMEHTa, KOTOPBIA CHHTE3HPYETCs] aKTHBHPOBAHHBIMH MakKpodaramd.
JpyrumMu XapakTepHbIMU JIa0OpaTOPHBIMU CHUMIOTOMaMu Tipu ©Oose3Hu [oime  SIBISIOTCS:
MOBBIIIIEHNE YPOBHS CBHIBOPOTOUHOTO (eppUTHHA, aHTHOTEH3WHIIpEBpaIlalomero ¢GepMenTa,
xemoknHa CCL-18, koTopele OTpaxarOT CcTeleHb aKTUBHOCTH 3a00JieBaHUS U  MOTYT
UCIIOJIb30BaThCS KaK OMOMapKephl [T OIEHKH TUHAMHUKH Ha (oHe nedenus (kateropust A) [4, 13,
14].

Monekyaapuslit ananu3 17 BBISBICHUS MYTalldii TeHA TIIIOKOIEPEOpO3UAa3bl MO3BOJISIET
BepUPUIIMPOBATh JUarHo3 Ooyie3nu [omre, oJHAKO He SBISETCS O0OS3aTeNbHBIM METOIOM
JIMarHOCTUKU M WCIIONIB3YeTCs TpH MU PEpeHITNATFHON AUarHOCTHKE B CIOXKHBIX KIMHUYECKUX
CiTydasx WM JUIs HayqHoro aHanm3a [11].

Mopdgponozuueckoe uccnedoeanue KOCHMIHO2Z0 MoO32a TIO3BOJISIET BBISIBUTH XapaKTEpHBIE

JAUArHOCTUYCCKUC TPHU3HAKHA — MHOT'OYUCIICHHBIC KIICTKU l'ome — un OHOBPEMCHHO HCKIIIOYHUTH
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JIMarHo3 remMo0JacTo3a, Kak NMPUYMHY IUTONEHUU U TenarociieHoMeranuu. M3penka equHUYHbIE
KJICTKA C aHaJlOTW4YHOW Mopdonorueir (mceBno-l'ome KiIeTkn) BCTPEYAIOTCS TPH  JIPYTUX
3a00JIeBaHUSAX, COMPOBOXKAAIOIIMXCS TOBBIIICHHOW JECTPYKIMEeW KJIEeTOK, Hampumep, Ipu
XPOHHUYECKOM MHEIOJeKo3e U JIMMQOoNpordepaTuBHBIX 3a00JI€BaHUSIX U OTPAXKAIOT MEPErPy3Ky
MakpodaraaTbHON CHCTEMBI IPOTYKTAMH JCTPATANN KIETOK JISHKEMIYECKOTO KIIOHA.

Y3U u KT neuenu u cenezenku 1mo3BOJISIFOT BBIIBUTH UX OUYaroBbIE ITOPAXKEHUS U ONPEAEIUTh
UCXO/IHbIe O0BEMBI OPraHOB, YTO HEOOXOJMMO ISl TOCJIEAYIOIIEro KOHTPOJs 3(PQPeKTUBHOCTH
3aMeCTUTEIFHON ()ePMEHTHOM Teparuiu

Penmeenozpaghua rocmeil HeoOXonuMa JUIsl BBISIBICHHS M OLIGHKH TSDKECTH IOPAKEHUS
KOCTHO-CYCTaBHOM CHCTEMBI. VI3MeHeHus1 KOCTHON TKaHW MOTYT OBITh IpeJicTaBlieHbl AU dy3HBIM
OCTEOIOPO30M, XapaKTEepHOH K00000pa3HON nedopmarnueil IUCTATbHBIX OTNENOB OeIpeHHBIX
KocTteit (ko061 DprieHmeiiepa), oyaraMmu OCTEOIM3HCa, OCTEOCKIIEpO3a H 0CTeOHeKpo3a [15].

MPT — OGonee 4YyBCTBUTEIBHBIM METOJM, IIO3BOJISIONIMKA BBIIBUTH TOpPa)XE€HUE KOCTeH
(MHQUIBTPAIMIO KOCTHOTO MO3ra, OCTEOHEKPO3bl) Ha paHHUX CTAaJusX, HE JOCTYIHBIX

BU3YyaJIM3allUU peHTTeHOTpaduei.

Jeyxsnepzemuueckan pewmeenoeckana oencumomempus (DEXA) — onTtumaibHBI METOJ
OIICHKH CTETNeHW BBIPAXEHHOCTH ocTeonopo3a. OleHuBaeTcs OTKIOHEHWE MHUHEpPAIbHOU
IUIOTHOCTH KOCTH OT CPEJIHECTaTUCTHYECKOro TOKaszaTess JJIs JaHHOTO Bo3pacTa W moja — Z-
KPUTEPHiA, U OTKJIOHCHUE OT MeJMaHbl MHHEPAILHOW TUIOTHOCTU KOCTH Y MOJIOJBIX Jitojeit (20-25
ner) — T-xkpurepnii. 3uauenne T(Z)-kputepust B uHTEpBajie oT -1 10 -2,5SD CBHIETENBCTBYET O
HAJIMYAHA OCTEOTICHWH, 3HAUYeHHUE OT -2,5 1 HIKe — 0 HAIMYHH ocTeonopo3a. CHUKEHUE TUIOTHOCTH
ry04aToro BelecTBa KOCTH U UCTOHYCHHE KOPTUKAIBHOTO CII0S OTPEIeNIeTCsl MPAKTHIECKH Y BCEX

6osbHBIX ['o11e M acconumMpyeTCes ¢ MOBHIICHHBIM PUCKOM BO3HUKHOBeHHs iepeniomo [10, 16].

2.4 Jleuenne
OCHOBHBIE T[eJTH JICYCHUS MMAI[EHTOB ¢ 00JIe3HBIO ['Ollle BKITIOYAIOT:
- ycTpaHeH#e 60JIEBOr0 CHHAPOMa, HOPMaIH3aIlisl CAMOYyBCTBHUS OOJIBHBIX;
- perpecc win ociabieHre MUTOMEHNYECKOr0 CHHIPOMA;
- COKpAIllEHHE Pa3MEePOB CeJIC3CHKH U TICUCHH;
- IpeTyIPeXkKICHIE HEOOPATHMOTO MOPAYKEHUS KOCTHO-CYCTaBHOM CHCTEMBI U YKU3HEHHO
Ba)KHBIX BHYTPEHHHUX OPraHoB (II€YeHb, JIETKUE, TOUYKH).
Jleyenue 3aKirovacTcs B Ha3HAYCHUH MTOKM3HEHHOMN 3aMeCTUTENHLHOM (pepMeHTHOM Tepanuu
(BDPT) pexomOuHaHTHOM TirOKOIIEpeOpo3umazoii (kareropus A). B P® saperumcrpupoBano 2

JIeKapCTBEHHBIX IIperapara peKOMOWHAHTHOW IIIIOKOIepeOpo3uaaspl:
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— wumunmonepasa (Llepe3um), CHHTe3HpyeTCS KJIETOYHOW JIMHHMEH, IOJIyYEHHOU U3
SIMYHUKOB KUTANUCKUAX XOMSIKOB,

— Benarmonepasa anbpa (BrupuB) — mnpouwsBomurcs kierounHod nwHmedr HT-1080
($uOPoOIACTOB YeIoBeKa.

[TokazaHusiMM K Hayaly 3aMECTUTEILHOM Teparuu CIyXkar:

- IETCKUHA BO3PACT,

- IUTOTICHHUSI,

- KJIMHUYECKHUE U paJiuoJIOrMuecKre IpU3HaKy OopakeHus KOCTel,

- 3HAQUUTENbHAS CIIJICHO- U renaToMeranus,

- CUMIITOMBI TIOPAYKEHUS JIETKUX U APYTUX OPTaHOB.

Hmuemoyepasa u eenaznioyepasa BBOJSTCS BHYTPUBEHHO KamenbHO 1 paz B 2 Hexemnw.
dopma BBITYCKa JTAHHBIX JIeKapCTBEHHBIX MpenapatoB — ¢akonsl mo 400 Ex. Copepxmmoe
Kaxaoro (iakoHa (MMHIIIONEpa3a, Belarionepasa) pacTBOPSIOT BOJOW Ui WHBEKIUN |
aKKypaTHO IIepEeMEeINBaIOT, HE JIOMycKas OO0pa30BaHUS IY3bIPHKOB. Bech MPUTOTOBICHHBIN
pactBop cobuparoT B ogHoM (uiakone u pazBouar 0,9%pactBopoM Xiopuja HATpus IS
BHYTPUBEHHBIX WHBEKIHH 70 oOmmero oorema 150—200mi. [IpenmapaT BBOAWUTCS BHYTPHUBEHHO
KarnenpHO B TeueHue 1-2uyacoB. He ciemyer BBOAWUTH IpenaparT OJHOBPEMEHHO C JPYTHMHU
JIeKapCTBEHHBIMH Cpe/icTBaMu. JleueHue xapakTepu3yercsi OTITUYHON MePEeHOCUMOCTHIO U BRICOKOU
KIMHIYEeCKOU 3¢ (heKTUBHOCTHIO y MAIMEeHTOB ¢ Oome3nbto ['omme 1 Tuma.

Cmapmoeas 003a PEeKOMOWHAHTHOW TJIFOKOIIEpEOPO3UAa3bl  SBIACTCS  IPEIMETOM
JICKYCCHH M B Pa3HbIX cTpaHax BapbupyeT oT 1010 60 Ex/kr Beca ¢ 4acTOTON BBEIEHUS - KaXKIbIC
2 uenmemu. llpu ompeneneHur 03Bl YYUTHIBAIOT BO3PACT IMAlMEHTA, XapakTep H THKECTh
KIIMHUYECKUX TPOSIBICHUN, MPOTHO3 TeUeHUsl OOJEe3HU, HAIMYUE OCIOXKHEHUH, COMyTCTBYIOUIUX
3a0osneBanuii. B crpanax, mpemoctaBistomux 3PT B pamkax rocyJapCTBEHHON IPOTpaMMBbI
OecIIaTHO, CYMIECTBYIOT SKCIEPTHBIE COBETHI 1Mo Oose3nn [omie, B QyHKIMH KOTOPHIX BXOIHT
Ha3zHaueHue ¥ MOHUTOPHHT 3¢ dexkTuBHOCTH 3DT.

B Poccuiickoit @enepanuu y 63pocivix 001bHbIX ¢ madiceIblMuy npossieHusmu 6one3nu I oue
| muna navaneHast 103a UMHTITIOIepa3bl/Benarironepasbl coctarisseT 30 Exn Ha Kr Beca Tena, B BUJIE
BHYTPUBEHHOM KamelbHOM WHQY3UH Kakaple 2 Hemend. B OTHeNbHBIX ciydasx (TsKesblit
0CTEONOpO3 € MOBTOPHBIMU TATOJIOTHYECKUMH TepelioMaMu TpyOuaThIX KOCTel; MopakeHHe
JIETKUX C PAa3BUTHUEM JIETOYHON THIIEPTEH3UH WM TelaToIyJIbMOHAPHOTO CHHApPOMA) 7032
PEKOMOMHAHTHOU TJIFOKOIIepeOpo3naa3sl MOXKET moBbImateess g0 60 En/kr Ha ogHO BBejeHue,
OJIHAKO perieHrue 00 3TOM MPUHUMAET IKCIEePTHBIN coBeT, co3aanabiii 01.04.200%1pu momnepxke

MunucrepctBa 3npaBooxpanenust Poccuiickoit @eneparuu. [locne noctukenus nenei jgeueHus y
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B3pOCBIX 00MBHBIX f03a 3T mocreneHHO CHUXKaeTcs 10 moanepxuBaromeit — 7,5-15Ea/kr  1-2
pasa B Mecs1] (HOXHM3HEHHO). PexxiM nojiep)KuBaromieil Tepanii OKOHYaTeIbHO He pa3paboTaH.

V nereii ¢ 6onesnbto ['ome HavanbHas no3a 3OT cocrasnser:

- mpu | Tume 3abosieBaHUs, MPOTEKAIOIMIETO 0e3 TMOpaKeHHs] TPyO4daThIX KOCTEH cKkenera, —
30 En/kr 2 pa3a B mMecsii,

- npu | Tune 3aboyieBaHUs, TPOTEKAIOIIETO C MOPAKEHHEM TpyOdaThIX KocTel ckenera (KOCTHBIC
KpHU3bl, TATOJIOTUYECKHUE TEepeIOMbl, OYark JUTHYECKOW MJECTPYKIMH, aCeNTUYeCKHH HEKpO3
rOJIOBOK OefipeHHBIX KocTeit) — 60 En/kr 2 pasa B mecsir;

- mpu Il tune 3aboneBanus — 120Ex/kr 2 pa3za B MecsiI.

IIpu OGonesnn Tome Il Tuma 3®DT HesdpdexkTHBHA, NOCKONBKY pPEeKOMOWHAHTHAsS
TIIFOKOLIepeOpo3nIa3a He MPOHHUKAET Yepe3 reMaTodHnepantndeckuii 6apoep [17].

JInst ocTmKeHusI MakCUMallbHOTO () (eKTa B OTHONICHUH BCEX KIMHUYECKHUX MPOSIBICHHN
3a0oseBanuss  HeoOxoauma pa3paboTka WHIAWBUIYATM3UPOBAHHOTO IIIaHA JICUEHUS, KOTOPBIH
Oasupyercss Ha OKCHEpTHOH OIEHKE TsDKeCTH TeueHus Oone3Hu lome u mpeamnosaraer
oOciesioBaHUe OOJBHOTO B CHEIMAIM3UPOBAHHOM MEIUIIMHCKOM YUPEXKICHUHU, PacIoJiararoiieM
CHeNHaINCTaMH Pa3HOTO MPOQUIIS, UMEIONMMHA 3HAYUTEIHHBINA OIBIT TUArHOCTUKA U JICYCHHUS
JlaHHOTO 3a00jeBaHus. B cooTBeTcTBUU € 3TUM, O0CIEIOBaHKE B3POCIBIX HAI[UEHTOB ISl OLIEHKH
TspKecTH Oone3nu ['omme u onpenenenus craproBoit 10361 3O T npoBoautes B Llentpe ['omre Ha 6aze
HAY4YHO-KJIIMHUYECKOTro otTneneHust opdanueix 3aboneBanuit ®I'BY TI'HI[ M3 P®; nepuunoe
obcnenoanue aereit — B O®I'BY «Hayunsiii ieHTp 310poBbs nereii» unu OI'BY  «DenepanpHbrii
HAyYHO-KJIMHUYECKUH LIEHTP JETCKOW reMaTooruy, OHKOJIOTHH U UMMYHOJIOTUHM UMeHH [IMuTpus

Porauesa» M3 P®.

3.bosae3nn INome: MOHUTOPHHI

3.1IlepBuunoe ob6crenoBanne (OnpeaeieHne TsHKeCTH 00s1e3Hm [ oIIre U CTapTOBOM 036
30T)
1. Coop anamnesa u xncanood

OO0pammaroT BHUMaHUE Ha HAJTUHYIHE!

® [IpeAMECTBYIOMIEH CINICHIKTOMHHM (IIOJIHOMN MM YaCTUIHOM);

® (QoJieli B KOCTSIX U CyCTaBax; JaBHOCTH, XapaKTep H JIOKATU3AIHIO 00JIel, HAJTMYHUE B IMPOIILIOM
IIEPETIOMOB KOCTEH;

® HpOHBHeHI/Iﬁ CIIOHTAaHHOI'O TEMOPPArnv4eCKOro CHHApoMa Ui reMopparud4eCKux OCJIO)KHECHHUM
IIpH ONICPATUBHBIX BMEIIATCIILCTBAX,

® aHEMHUYECKHX JKaj00, CAMIITOMOB THIIEPMETA00IHIECKOT0 cocTOosIHUS (CyOdeOprInTeT, moTepst
Beca);
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® OTATOIIEHHOTO CEMEWHOTo aHaMHe3a (HaJIMYUe CIICHIKTOMHHU WU BBIIICTICPEUUCIICHHBIX
CHMIITOMOB Y POJIHBIX OpaTheB U CecTep).
2. Knunuueckuii ocmomp
OcMOTp BKIIIOYAET U3MEPEHHE POCTa U MACChl TeJa, TEMIIEPATyphl Tella; OLEHKY COCTOSIHUS
KOCTHO-CYCTABHOM CHCTEMBI; BBISIBIIEHUE TIPU3HAKOB TEMOPPAruyeckoro CHHIPOMa; HATHIUE
rernaToCIUIeHOMETlTNH, TUM(oaIeHOIaTHH; HaJTHYHe TPA3HAKOB JUC(YHKITH cep/iia, JeTKuX,

MI€YEeHU, OPTaHOB YHJAOKPUHHON CUCTEMBI.

3. Jlabopamopnusle ucciedosanusn

*  DH3uMOOuUazHOCMUKA — OTIpeJIelIeHue aKTUBHOCTHU KUCIOU [3-eNloKkoyepebpo3uoasvl B
JEUKOIMTAaX KPOBH HMJIM B KYJIbTUBUPYEMBIX (PHOpOOIacTax, MmoydeHHBIX U3 OHOnTaTa KOXH.

*  MonekynspHolil ahanus MyTaIlyii TeHa IIIoKoIepeOdpo3uaa3sl (KenarenbHoe, HO He
00s13aTeIbHOE UCCIIeIOBAHHE)

*  Mopghonoeuyeckuil ananus kocmnoeo mosea (crepHaTbHast MYHKIHS U/WITH TPENaHOOUOTICHST
KOCTHOT'O MO3r'a): Y B3pOCJIbIX — 00s3aTeJICH ISl UCKITIOUCHUS IPYTroi TIPUYHNHBI
rernaToCIUIeHOMETalluy, B TOM YHCJIe TeM00JIacTO30B U HEOMYXOJIeBbIX 3a00JI€BaHUN CHCTEMBI
KpoBH. Y JieTeill nccieoBaHiue KOCTHOTO MO3Ta MPOBOJIUTCS TOJBKO 10 CHEIHATbHBIM
MTOKA3aHUSIM.

* Knunuyeckuii ananuz Kpoeu u Moyu

*  buoxumuyeckuil ananu3 Kpoeu, BKIFOYAIOIINH

{0 pyTHHHBIE IOKa3aTeIH: OMIMPYOUH OOIIUI U IPSIMOi; aKTUBHOCTh
aMHHOTpaHcdepas, menouHoi pocdaraspl, y-rIHOTAMUITPAHCIICITH IA3bI,
JTaKTaT/IETUAPOTeHA3bl;, MOUYEBHHA, KPEATHHHUH, XOJIECTCPUH, TPUTIHIIEPUIbI,
TJII0K03a, 001Iui 6eloK, aab0yMUHBI, JIeKTpodope3 TI00YIMHOB,

¢ cypporaTHble MapKepbl aKTUBHOCTH 00Jie3HU [ o1mie (XUTOTpHO3H1a3a CHIBOPOTKH);

0 CBIBOPOTOUHBIE TTOKa3aTe M MeTaboIu3Ma Jxennesa (3keneso, oommas
JKEJIC30CBS3BIBAIOIIAsT CIIOCOOHOCTH CBIBOPOTKH, (DEPPUTHH, TpaHCHEpPpUH);

0 CBIBOPOTOYHBIEC IMOKA3aTEN COACPKaHUsl BUTaMiHa B1, 11 honato (y B3pOCIIBIX).
* Uccneoosanue koazynoepavmer (AUTB, nporpoMOuH, GuOpUHOTEH, arperamnus TpOMOOIIUTOB)
*  Onpeodenenue coleopomounvix mapkepog cenamumos B u C (HBsAgu antu-HCV)
*  Hummynoxumuyeckoe uccieooanue 6e1Ko8 cbleOpomKY ¢ ONpeaeIeHueM UMMYHOTTIO0yTHHOB
kimaccoB G, A, M, mapanpoTenHOB, KPHOTJIO0YJIMHOB

4. HucmpymenmasnvHoe 00c1e008anue

® Peructparus 3eKTpoKapIuorpaMMbl

* V3U opranoB OproIIHOK MOJIOCTU U TOYEK

¢ JlonmiaepoBcKoe HccieI0BaHue COCYI0B MOPTAIbHONW CHCTEMBI
* Pentrenorpadus opraHoB IpyAHON KIETKH

* Penrtrenorpadusi OeIPeHHBIX KOCTEH ¢ 3aXBAaTOM Ta300€pEHHBIX U KOJICHHBIX CYCTABOB U
MOSICHUYHO-KPECTIIOBOTO OT/Ie)Ia TI03BOHOYHKKA (OOKOBAs MPOSKIINS)

* MPT 6enpennnix kocteii (T u Ty) 1is olleHKH cTeneHr HHPUIBTPAIUU KOCTHOTO MO3Ta KOCTEH
14
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3
* MPT wm KT neyeHu u cejie3eHKH ¢ ompe/iesiecHueM 00beMOB OPraHoB (M)

* JleHCUTOMETpHUS KOCTEM cKeneTa (CTaHapT — MOSICHUYHBINA OT/Ie] MO3BOHOYHUKA M IIEeHKa
OeIpeHHO KOCTH)

5. Koncynvmauyuu cneyuaiucmos:.
- opTomnena;

- OKYJIACTA,

- HEBpOJIOTa,;

- THHEKOJIOTa.

6. [lonoinumenvHble UCC1C008AHUA

Jlommutep-3xokapauorpadust — y OOJTBHBIX, TEPEHECITNX CIUIEHIKTOMHIO

D30(aroracTpoayoIeHOCKONHS — MPH HATMYUN COOTBETCTBYIOMIUX JKaI00 WIJIM TPU3HAKOB
MOPTAIbHON TUIIEPTEH3UU

Pentrenorpagus u MPT npyrux oTienoB KOCTHO-CYCTaBHOM CUCTEMBI IIPU HAJTMYUH O0Jeit
WJIM OIIOPHO-JBUTATEIbHBIX HAPYIIEHUH B 3TUX OTIENIAX

3.2MonutopuHr TedeHus 6os1e3uu 'ome u onenka rppexruBaocru 3OT

JluHamuveckoe HAOIIOZCHNE 3a MalMeHTaMu ¢ 00Jie3HbI0 [ 'o1e BKIIIOYAeT MepruoInIecKre
OCMOTpPHBI U JTabopaTopHble HMcciaeaoBanus (0Omuil 1 OMOXUMUYECKAN aHaIM3bl KPOBH), 4acTOTa

KOTOPBIX 3aBUCHUT OT BO3pacTa MalueHToB, uuTenbHOCTH U (ha3bl 3OT (Tabdn. 3u 4).

Jlns  ouenkn d(PEeKTUBHOCTH JIEYCHHS] U KOPPEKIUHU 03Bl  PEKOMOWHAHTHOU
rmokorepedposnnazel 1 paz B 1-3roma mpoBOAUTCS KOHTPOJIBHOE 0OCIe0OBaHUE TAIUEHTOB C
OIIEHKOH pe3yJIbTaTOB MPOBEJACHHBIX UCCIICOBAHUN CIIEITHATUCTAMHU PA3HOTO MPOQIIIS: TepareBT-
reMaroJIor, PaJIioJIoT, OPTOTEe I, HEBPOJIOT, KapUOJIOT, HMMEIOIMUX OMBIT JUATHOCTHKHU ¥ JICUCHUS
6omeznn 'ome. KoHTponmpHOE 00cieqOBaHME BKIIOYACT OCMOTP OOIIETEpaneBTUUCCKU (cMm.

bliuie), TadopaTopHbIe U HHCTPYMEHTAIbHBIC UCCIICIOBAHHMSI, KOHCYJIbTAIIMU CIICI[HAIHCTOB.

Jlabopamopmvie ucciedosanus.

- 00Ul aHAJIN3 KPOBU ¥ MOYH
- OMOXMMUYECKH aHAJIN3 KPOBU:

¢ pyTUHHBIE MTOKa3aTeu: OMIHPYyOrUH OO U MPSMON; aKTUBHOCTh
amMuHOTpaHcdepas, menodHoi Gpocdarassl, Y -TTIOTAMUANTPAHCIEITHIA3HI,
JTaKTaTIACTHAPOTeHa3bl, MOYEBHHA, KPEATHHUH, XOJIECTEPHH, TPUTIHIICPHIBI,
TJII0K03a, 001t 6eN0K, ambOYMUHBI, AIEKTpodope3 TII0OYIHHOB,;

¢ cypporaTHble MapKephbl aKTHBHOCTH OoJie3HH [ 'ome (XUTOTpHO3naa3a CHIBOPOTKH,
(beppUTHH CHIBOPOTKH);

0 CBIBOPOTOUHBIC TTOKa3aTe M MeTaboIu3Ma Jene3a (kenes3o, oormas

’KEJIe30CBSI3BIBAIOINAS CIOCOOHOCTH CHIBOPOTKH, (DEPPUTHH, TPaHCHEPPUH) U
coziepkanus BUTaMuHa B1o 1 posaToB

15
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Hucmpymenmanvuole uccie0o8anus.

- perucTpanusi dJIeKTPOKAPAUOTPAMMBI;

- Y3U opranoB OprOIIHOM MOJOCTH U MOYEK;

- peHTreHorpadust 6eIpeHHBIX KocTell (C 3aXBaTOM KOJICHHBIX W Ta300€¢/IPEHHBIX CYCTaBOB);
- MPT OenpeHHBIX KOCTEH;

- MPT i KT 1e4eHH 1 CeeseHKH ¢ OIpeieIeHHeM 00beMOB OpratoB (cM°);

- IGHCUTOMETPHS KOCTeH cKejieTa (CTaHIapT — MOSICHUYHBIE TIO3BOHKH | IIeiiKa OeIpeHHOM
KOCTH).

Ilo noxazanusam I’lpOGOO}lWZC}Z oonoHumeJlbHvie MCC/ZQOOGCIHU}Z, Komopbwle GKII0YAIon.

*  Mopdodomnoruueckuii aHaIM3 KOCTHOTO MO3ra — IPH TIOJI03PEHUH Ha pa3BUTHE reMobacTo3a
WJTA MUEIIOTUCTIIIA3UN

* HUccrnenoranue xoarymnorpammsl (AUTB, mporpomOuH, pubpuHOTreH, arperamus
tpomOonuToB, BAK) — mpu HE0OX0JMMOCTH OTIEPaTUBHBIX BMEIIATEIHCTB WA HATUIUN
HEMOTHBHPOBAHHOTO TEMOPPArHIecKOro CHHAPOMA

*  OmpeneneHre CHIBOPOTOUYHBIX MapkepoB remnatutoB B u C (HBsSAgu anturena k HCV) —
PY HATMYAX TPU3HAKOB TUCHYHKIIAU TICUSCHH

*  MMMyHOXMMHYECKOE UCCIIeIOBAaHIE OCITKOB CHIBOPOTKH C OMPEIeIICHIEM
AMMYHOTJIOOYTMHOB KJlaccoB G, A, M, mapanpoTenHoOB, KPHOTJIOOYJIUHOB — JIJIs1 KOHTPOJIS
3a TUHAMUKOM runepraMmmarioOyJTuHEMUH U TapanpoTeHHEMIH

* Jlommiep-sxokapauorpadusi — y O0JBHBIX, IEPEHECITNX CIUIEHIKTOMUIO

*  D30(daroracTpoIyoICHOCKOIHS — I10 MMOKa3aHUAM (IIPU HATUYIUN TUCTICTICUU HITH
MPU3HAKOB NOPTAIBLHON TUIIEPTEH3UH)

* Pentrenorpadus Apyrux OTAEIOB KOCTHO-CYCTaBHOW CUCTEMBI ITPH HAIWYHH OOJIeH W
OTNIOPHO-/IBUTATENIbHBIX HAPYIICHUH B 3THX OT/AeNax

Koucynomayuu cneyuanucmos:

e OcmoTp opTorena

*  OcMOTp OKyJIHCTa

*  Ocmotp HeBpomnarosiora (1Mo MmoKa3aHusIM)
*  Ocmortp kapauosora (1o MoKa3aHUsIM)

*  OcmoTp ruHekosora (1o MoKa3aHusIM)

3.3 0cobenHocTn MOHUTOpPUHTA 60s1e3HU ['omie y neTeit

Kontposms 3a Teuenmem OonesHm ['ome y nerteli oOCyImecTBIsSieTcss B COOTBETCTBHH C
pEeKOMEHIanusIMH, pa3padoTaHHbIME OOBEIMHEHHONW MEXIYHApOJHON TpyNIod IO H3YYCHHIO
6ose3nu [ome (ICGG) [18]. Knunuueckuit ocMOTp HeIUaTpOM MPOBOJIST 2 pa3a B MeCSIl Iepel
KaX/IbIM BBejJeHUEeM npenapata. Cxema MoHHUTOpHHra jereil ¢ Goiesnnto ['ome Ha ¢one 3OT

mpejcTaBieHa B Tad. 3.
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Tabmuma 3.
CxeMa MOHUTOPHHIA B3POCJIbIX NALMEHTOB ¢ 00s1e3HbI0 ['ome
bonbHblE, HE bonbusle, nonyqaromue 3OT
nonyyvatotque 3OT
Llenn nevenus e B nepuon
HE JJOCTUTHYTHI JICYCHUS W3MEHEHUS
JIOCTUTHYTHI JTO3BI HITH
pa3BUTHUSA
KJIMHAYEC-
KHX OCJIOXK-
HEHUM
Kaxnpie Kaxnpie Kaxnpie Kax | Kaxngole
12 mec. 12-24mec. | 3-6Mec. JIISE 12 -24mec.
12
Mec.
OcMmoTp X X X X
AHanm3 KpoBU X X X X
buoxumus X X X X
XutoTpro3uaaza | X X X X
OO0meH xenesa + X X
BUTaMHH B1;
O0bveMm X X X X
cenesenku (MPT
i KT)
OO0beM neyeHu X X X X
MPT 6enpennoit X X X X
KOCTH
Pentrenorpadus X
KOCTEe!
JlencuTomeTpus X X
KOCTEHN

17
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Tab6maua 4.
Cxema MOHHTOPHHTA J1eTel ¢ 601e3Hb10 ['ome
BonrnHbIE
HE Bonwnbie, monyyatomme 30T
MO Ty4aro
e
30T
[lepBsiit TO1 HAOTIOACHUS [Tocne roga HabmoneHUS B
nepron
N3MECHCH
WSl 103bI
NIn
pa3sBuTHA
KIIMHU4YE
CKUx
OCJIOXKHE
HUAN
Kaxnapie Kaxaprit Kaxnie Kaxngeie | Kaxnabie Kaxnie Kaxnie
12 mec MecHL 3—A4mec 12 mec 3—4 mec | 6mec 12 mec
OcMmoTp X X X X
reMaroJiora
AHaJIi3 KpOBU X X X X
buoxumunsa X X X X
Xurorpuosuaaza | X X X X
O6MmeH xeeza + | X X X X
BUTaMMH B1s
O6BeM ceme3eHKH | X X X X
(MPT wmmu KT)
O6beM IeyeHu X X X X
MPT 6enpennoit | X X
KOCTH
Pentrenorpadus X
KOoCTel
JlencutomeTpus | X X X
KOocTel
3.411poruo3
[Ipu Gonesnm ['ome | Tuma TporHO3 — OJIATONPHUATHBIA B ClIydae CBOEBPEMEHHOTO

HazHavyeHus 3OT. [Ipu pazBuTnm HeoOpaTUMBIX MOPAKEHU KOCTHO-CYCTABHOW CHCTEMBI ITOKA3aHO

XUPYPruyecKoe OpTOIEIMUECKOe JIEUEHUE ISl KOPPEeKIMH oproneandyeckux naedexron. [lpu

MOpa’KCHUMN JKU3HCHHO BaAXHBIX BHYTPCHHUX OpraHOB TIIPOTHO3 OIIPCACIIACTCA CTCIICHBIO

TUCHYHKIUU TIOPAKEHHBIX OPraHOB M Pa3BUTHUEM OCIOXHEHHH (HampuMep, KPOBOTEYCHHE W3
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BAapUKO3HO pACHIMPEHHBIX BEH MUIIEBOJAa M JKeIyJka y OOJBHBIX C IHPPO30OM IE€YEHH U

HOpT&J’IBHOfI anepTeHmeﬁ; AbIXaTeJIbHAd HEAOCTATOYHOCTD Y OOJIBHBIX C IOpaXCHUEM JICT KI/IX).

4. OmuoOKu 1 HE000CHOBAHHBIEC HA3HAYCHHA

IIposeoenue cnnenskmomuu. Ilpu ycTaHOBIEHHOM amarHose 0oje3Hu [ormre mpoBeneHue
CIUICHAKTOMHUH BO3MOJYKHO TOJIBKO IO aOCOJIIOTHBIM MMOKa3aHusM (Hampumep, TpaBMaTHYCCKUN
pa3pbIB ceie3eHKH). [Ipu HEOOXOAMMOCTH TPOBEICHHS CIUICHOKTOMHU Y JIUI[ C HESICHOM
CIUTEHOMETAJINEN U IIUTOMEHUEH, 1Ie/Teco00pa3HO UCKITIOUUTh quardo3 6omesuu ['ormre [12].

llosmopHvie nynKyuu KOCMHO20 Mo32a W Jpyrue WHBA3UBHBIE JHArHOCTHYECKUE
MeponpusaTus (OHOIICHsI IeUeHH, CEIe3eHKH) TP JIOKa3aHHOM JInaruo3e 0oJie3Hu [ ole He HyKHBI.

Kpaiine omacHO onepamuenoe Jjieyenue KOCMHBIX Kpu306, KOTOpblE OIUOOYHO
paccMaTpUBalOTCs KaK MPOSIBICHUSI OCTEOMUENHTA.

[IpoTuBONOKA3aHO  Ha3HaueHue  2NIOKOKOPMUKOUOOE €  TENbl0  KyNHPOBAHUS
UATONEHUYECKOTO CUHIPOMA.

Hasnauenme mpemapaToB keje3a HeJEUEHBIM TalMeHTaM ¢ Ooje3Hpio [ ome

IIPOTHUBOIIOKA3aHO, TaK KaK aHEMHUS B OTUX CIIyUasdX HOCUT XapaKTCp «aHEMHUH BOCIIAJICHUS.

5. boaesns I'ome u 6epemeHHOCTH

bone3nr lome He sBisieTcs NTPOTHUBOMOKA3aHWEM Ui HACTYIUICHHS OEpeMEHHOCTH.
[InanupoBaTh OEpeMEHHOCTH IIeIecO00pa3HO MOcie JTOCTHKEHUS Ieel jedeHus Oosne3nu [orme.
Bompoc o npogomkenun 3®T Bo Bpems: 6epeMEHHOCTH U T'PYJHOTO BCKapMJIMBAHUS peIacTcs B
WHIVBUAYAIBHOM TIOPSIAKE C YYETOM COCTOSIHHSI MAllMEHTKH U €€ MPUBEPKEHHOCTH K JICUEHHIO.
Benenne OepeMEHHOCTH TIPOBOJUTCS OMBITHBIMU aKyIIEpaMU-THHEKOJIOTaMH COBMECTHO C
remarosioroM. Croco0 pojopa3pelieHust onpeaessieTcs] aKylIepCKUMU TOKa3aHUsIMH C yYETOM

HaJIM4us HUTOIICHUHN U COCTOAHHNA CUCTEMBI I'eMOCTasa.

6. Oproneauyeckoe jJedeHHe
[lokazaHus K TPOBEACHHUIO XUPYPTrHUYECKOrOo OPTONEIUYECKOTO JIEUEHUSl OIpeNesstoTcs
XUpYypramu-opToneaMu, UMEIOIUMU OMNBIT HAOMIOEHUS U JIEUYEHHUS HAIlMeHTOB ¢ OOJIE3HBIO
['omme, mpu yyacTHH IeMaToJIOroB, PaavoJIOTOB W, MPU HEOOXOJAMMOCTH, JIPYTHX CHEIHATUCTOB,
YYacTBYIONIMX B BEACHHHM JaHHOTO OojibpHOTrO. I[lmaHOBBIE OpTONEaUYecKHe Olepaluu
1e1eco00pa3Ho MPOBOIUTH B MEAUIIMHCKHUX YUPEKICHUSIX, CIEIUATU3UPYIOIINXCS HA JUArHOCTUKE
u JedeHHe op¢aHHBIX 3a00JIeBaHUil, pPACHOJNArarolIAX OIBITOM XHUPYPIHYECKOTO JIEYCHUS

aluEHTOB C 0oJe3HbBIO ['ollle ¥ BO3MOXKHOCTSIMH 3aMECTUTEILHOM TCpallu KOMIIOHCHTAMU KPOBHU
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B Cllydae pa3BUTHS TI'e€MOPPArHuecKHX OCIOKHEHU#H (IS B3pOCIBIX OOJBHBIX — OTJICICHHE

opdannbix 3a06oeBanuii ®I'BY 'HI[ M3 PD).
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