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Cnmcok cokpameHni

['®D — runodocdarazus

I'Sb — remarosnnedannuecknii 6aprep

['DP — ractposzodareanbHblii pedioke

JKKT — keny104HO-KMILEYHBIM TPAKT

KU — kiinHHYecKHe ucciieJoBaHus

KC — kpannocunocTo3

KT — xommbrotepnas Tomorpadus

MIIK — MuHepanbHas INIOTHOCTh KOCTEH

HO — HecoBeplleHHbIN 0OCTEOreHe3

IITT — mapaTupeongHBINA TOPMOH

CK® — cxopocTb Ki1y00uK0oBOH (huUibTpauuu

THIHI® — TkaneHecnienuduaeckas menovnas (ocgarasa

ODA - pochosranonamMun

D - memounas gpocdarasza

AIMS - Alberta Infant Motor Scale (ikana Ajgp0epTa MOTOPHOTO Pa3BUTHS MIIAJICHIICB)
BiPAP — nByxda3zHoe moCTOSHHOE MOJIOKUTETHHOE JIABICHUE B IBIXATEIBHBIX MyTIX
Ca/Cr oTHOLIEHHE KalbLUi/KpeaTHHUH

CPAP - mocTossHHOE TIOJIOKUTENBHOE IaBIICHUE B IBIXaTEIbHBIX MMYTIX

GMFM - Gross Motor Function Measure (ukasa rio0aibHbIX MOTOPHBIX (DYHKIIHIA)

.. *¥* — mpenapat BXOJIUT B MIEPEUYCHD KU3HEHHO HEOOXOIMMBIX U BKHEHUIIINX JICKAPCTBEHHBIX
npemapatoB (Pacnopsixenue [Ipasutenberea PO ot 12.10.2019 Ne 2406-p <O06 yTBepKIACHUH
NepeyHs )KU3HEHHO HEOOXOMMBIX M BAKHEHIIINX JICKAPCTBEHHBIX MPEMapaToB, a TAKIKE
NIepeYHeH JIEKApCTBEHHBIX MPENapaToB JJIsl MEIUIIMHCKOTO MPUMEHEHHUS 1 MUHUMAIIEHOTO
ACCOPTUMEHTA JIEKAPCTBEHHBIX TPENapaToB, HEOOXOJMMBIX JJISl OKa3aHUST METUITTHCKON
TIOMOIIIH)

# - npumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIIMU JIGKAPCTBEHHOTO CPEICTBA
MOKAa3aHUH OCYIIIECTBISETCS M0 PEUICHUIO BpaueOHON KOMICCHH, C pa3perieHus JIokalbHOTo
ATUYECKOTO KOMUTETAa MEIUIIMHCKOW OpraHu3auu (Mpy HaJU4YUK), C YCIOBUEM MOAIMUCAHHOTO
WH()OPMUPOBAHHOTO COTJIACHS POAUTENEH (3aKOHHOTO TIPEICTABUTEIIS) U TIAIMEHTa B BO3PAcTe
crapiue 15 nert;



TepMuHbI U onpeaeIeHUs
(I’epMeHTHaﬂ 3aMECTUTENbHAA Tepanusd — JICUCHUC, 3aKIII0OYaroIecCda BO BBCACHUM IIPLCriapaTa

(pexkoMOUHAHTHOTO (pepMEHTA) MAIMEHTaM C HACJEACTBEHHBIM JIeeKTOM MeTaboar3Ma.



1. KpaTrkas nadopmanus no 3a060/1eBaHUI0 WIH COCTOSIHUIO (TpyIme

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpenenenune 3a00JeBaHUS UM COCTOSIHMS (IPYIIIbI 3200/1€BAHUIT MJIM COCTOSIHHI)

['unodocdarazus (I'®D) —  mporpeccupyromee  HACISACTBEHHOE  MeTaboIndyecKoe
3a0osieBaHue, BEI3BAaHHOE IS(PUITMTOM TKaHEeHecnenupuIeckoi menodnoi ¢pocdarassl (THID)
B pesyabrare mytanuu B reHe ALPL. Bone3np MokeT mposBUTBCS BHYTPUYTPOOHO, B JETCTBE
WIK BO B3pOCIIOM Bo3pacTe. PaHHuil Bo3pacT ae0roTa OOBIYHO CBs3aH C Oojiee TSKENIbIM, a
MO3/IHUH - C JITKUM TeueHueM 3adosneBanusi. CHmwxenue aktuBHocT THI® B nmepByto odyepenb
NPOSIBIISIETCS] HAPYIIIEHNEM MUHEPATH3AIMK KOCTEH M Pa3BUTHEM PAXUTHUYECKUX M3MEHEHUH.

DO xapakrepusyercs MUPOKONH BapuaObETbHOCTHIO KIMHHUUECKUX MPOSBICHUIN U IPOrHO3a [
MaIUeHTa - OT JIETKOTO TEUEHUS! C He3HAUUTENbHBIM MOPaKEHUEM KOCTEH WM MCKIIIOUUTEIBHO
3yOOYENIIOCTHOM CHUCTEMBI, JO TSDKEIBIX (OPM C BBIPAXKEHHBIMHM JAepopMalMsIMH CKEJIeTa,
NOpakKeHNEM HEPBHOW CHUCTEMBI, JIETKHX, MOYEK, MPUBOAAIINX K WHBAIUAU3ALUN U CMEPTH, B

TOM YHCIIC BHYTPUYTPOOHOI [1].

1.2 DOTHoJiorusi M _naToreHe3 3a00J1€BaHUSI WM COCTOSIHHMS (rpynnbl 3200J1€BaHMITWJIH

COCTOSTHMI)

I'unodocdarazus (I'@D) pa3suBaercs B pesynbrate myTrauuu B reHe ALPL, koaupyromem

depment THII®D. T'en ALPL pacmonaraercs Ha KOpPOTKOM Iuiede Xxpomocombl 1(1p36.12),
BKJIIOYaeT 12 3kx30HOB; u3BecTHO Oosiee 400 mytaruii. BoabIMHCTBO 1e(hEeKTOB MPEACTABICHO
MHUCCEHC-MYTallsIMM, HO BCTPEYAIOTCA TaKXKe JEJNEeUUHd W HWHCEPLUHMH, MyTallMM CO CABUIOM
pamku cuutkiBanus (in-frame) u HHTPOHHBIC MyTaIHH.

Tsoxensie popmbl DD BO3HUKAIOT, Kak MPaBUIIO, IPH HATUYUU FOMO3UTOTHOM MM KOMIIAyH/I-
rerepo3urotHoii mytaiuu B reie ALPL (OMIM 171760). Jlerkue ¢opmbr @D Bo3HHKAIOT
BCJIE/ICTBUE TETEPO3UTOTHOM MyTallMu JaHHOTO TIeHa. OJTO OINpeieNieHHble MyTaluu, s
KOTOPBIX JIOKa3aHO 3HauuTeNbHOE BiIusHHE Ha ¢yHKuuio Oenka. THIL® skcmpeccupyercs Ha
MOBEPXHOCTU KJIETOK KaK FOMOIMMEP, O3TOMY HEKOTOpBIE IE€TEPO3UTOTHBIE MYTAal[MM MOTYT
IPUBOJIUTH K JOMHUHAHTHO-HEraTUBHOMY 3(@eKTy, CHUXasi aKTUBHOCTb BCETO TOMOJIUMEDA.
Hanuume wmyranmum paxe B OJHOM aijielie MOXKET IPOBOIMPOBATH pa3BUTHE OOJIE3HH.
[Tonasnsromee 6OIBIIMHCTBO T€TEPO3UTOTHBIX HOCUTENIEH HE MMEIOT CUMIITOMOB OO0JI€3HHU.
Haub6onee nzyuennas ¢pyukuus THI® 3akmodaercs B obecnieueHuu mporecca GopMupoBaHHs

TUApOKCHAIIaTUTAa — OCHOBHOTO MUHCPAJIBHOT'O KOMITIOHCHTA KOCTHOI TKaHH.
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THII® karanusupyeT oTumierienne docdara oT psga cyocTparoB, GyHKIIMOHATLHO Hauboee
BXHBIMU M3 KOTOPBIX SIBIISIIOTCS HEOpraHmdeckuit mupodocdar u mupuaokcanb-S-docdar.
THII® reHepupyeT aJcHO3WH U3 aJeHO3MHMOHOGocdara B HEHpOHAX JOPCATBHBIX
KOPEIIKOBBIX TaHT/IHeB [1]. AIeHO3MH UMeeT aHTHHOIMIIEITUBHOE JICHCTBUE, UTPAET KIIFOYEBYIO
poJIb B mepefaue curHanoB 6onu. JlepuuT ageHo3uHa MpoBOLUPYET CHUIIbHBIE OOJIN B KOCTAX U
MbIIIIAX Yy nanueHToB ¢ ['@D (ponp aApyrux cyOcTpaToB B NaToreHe3e He uiydena). I[lpum
oruieryieHny (ocdaTtHoi rpynmel 0T Heopranumdeckoro nupodocdara npu yuactun THIHID,
BbICBOOOXKIatouiicss (ocdar cBs3piBaeTcs € KalblMeM C (OPMHUPOBAHUEM KpPUCTAIIOB
TUPOKCHANATUTa, HEOOXOAUMBIX ISl YBEIMUEHUSI MUHEPAIbHOM MIIOTHOCTA KOCTHOW TKaHHU.
[Ipu TI'®D w©eopranuyeckuid mmpodocdar He pacHICIUIIETCs, €ro KOHIEHTpamus BO
BHEKJIETOYHOM KHJIKOCTU 3HAUUTEIbHO YBEIMYMBAETCS, a KPUCTAJUIBI THMApPOKCHANIaTHUTa HE
o0pa3yroTcs. DTO MNPUBOAWT K HapyIIEHHIO (OPMHUPOBAHUS KOCTHOM TKAaHU M CKEJIETHBIM
nedopmanusaM. Hakannuparomuiics B 1ia3Me M TKaHSIX HEOpraHudeckui mupodocdar, B CBOIO
odepesib, SABISICTCS CWJIBHBIM HMHTMOUTOPOM MHUHEpAIM3allid, 4YTO eme Oosee ycyryosser
HapymeHne npomecca (opmupoBanus kocteil. Kpome Toro, Heopranmdeckuii mmpodocdar
coequHsACh ¢ aMoppHBIM (pochaToMm Kaiblus, oOpa3yeT Kpucramisl nupodocdara Kanblus,
KOTOpBIE MOTYT OTKJIQJbIBAThCSA B MOYEUHOM TKaHM (BBI3bIBask HE(HPOKAIBIIMHO3) WA CycTaBax
(sIBJISISICH MPUYMHOM KPUCTAJUIMYECKOTO apTPUTA U IICEBJIONOJArPhI).

['MnomuHepanu3anuss KOcTed TPyIHOM KIETKH MNPUBOJUT K HHTPAHATAIBHOMY HapYLIEHHIO
pasBUTHs JIETKUX (BTOPUYHOW THIIOMJIA3UHM), YTO OOYCIOBIMBACT pPa3BUTHE JbIXATEIbHOM
HEJ0CTaTOYHOCTH, ONPEEIss IPOTHO3 Y HOBOPOXKACHHBIX U AETEH IpyAHOro Bo3pacta. Apyroii
BaxxHol Qynkumerr THIL® sBnsiercs perynupoBaHue mocTymieHUus BUTaMrHa B6 B rojmoBHOM
MO3r myTeM otmeraeHus ¢ocdara ot mUpHAOKCcab-d-hochara. ITO  CrOCOOCTBYyET
POHUKHOBEHUIO MUPHUIOKCANIS Yepe3 reMaTodHIedanndeckuii 6appep B HEHTPAIbHYIO HEPBHYIO
cUCTeMy, TJe MpPOUCXOAUT TMOBTOpPHOE MpHucoeauHeHne ¢ochaTa K HUPUIOKCATIO C
oOpazoBanuemM mHpuioKcanb-o-pochara. Ilocnennuit  gBisieTcss KOPAKTOPOM  MHOTHX
HEHPOTPAaHCMUTTEPOB, HAIIPUMEpP, CEPOTOHHHHA, JOTIAMUHA, FaMMa-aMUHOMACJISIHON KUCIIOTHI U
Ip., €ro JeQUIUT B HEHTPaJbHOW HEPBHOM CHUCTEME MPUBOAUT K PA3BUTHUIO CYJOPOT, KOTOpHIE
KYIUpPYIOTCS ~ BBEACHMEM #nupuiaokcuHa. Hammume cygopor mnpu ['@D  saBugercs
MIPOrHOCTUYECKUM MPHU3HAKOM OoJjiee TSHKEeOro TeYeHHsI M BBHICOKOW BEPOSITHOCTHU JIETAIIBHOTO

ucxona [1,2].

1.3 DnuaemMuoJ0rug 3a00JeBaHusd WM COCTOSTHMSA (IPYIILI 3200J1eBAHMIT UJIH COCTOSTHHI)

Tounas pacinpoCTpaHCHHOCTb 3a00JIeBaHUs OCTACTCS HEU3BECTHOM M MOXKET BapbUupoOBaTh B

3aBHCHUMOCTH OT TNOMYJSIIMM, MeToJa OIEeHKH U ¢opmbl ['dD. DrHuyeckas rpynmna c



CaMbIM BBICOKUM YpoBHeM 3abosieBaeMocTu ['@D — »10 MeHHOHUTHI B ManutoOe, Kanana.
Coobmaercs, uro B 3Toi nmomysinuu 1 u3 25 genosek Hecet myranuio ALPL u npumepro y 1 u3
2500 HOBOpOX/AEHHBIX UMeeTcs JetanbHas Gopma ['OD. PacpocTpaHeHHOCTD TKENIBIX (OpM
['®D onenuBaercas B 1 Ha 100 000 poxnenunii B Kanage. MonekynsipHoe uccleq0BaHUE
MOKa3aJio, 4To yactoTa TsoKenbix hopm ['OD B EBponie cocraBnser 1 Ha 300 000, HO ymMepeHHbIE
dopmbl DD, 1o pe3yabTaTam TOTO Ke UCCIeN0oBaHus, BcTpeuatoTes B 50 pa3 yame. [lanHbie 0
pacnpocTpaHeHHOCTH B Poccuu OTCYTCTBYIOT, OJHAKO IpejnoJjiaraeéMas 4acToTa IOSIBIECHHUS

Tsokensix popm — 1 wa 100 000 [2, 3, 19].

1.4 Oco0eHHOCTH KOAMPOBAHNSA 32001eBAHNS MM COCTOAHNA (rpynnbl 32001€BAHMIT UIN

COCTOAHUI) M0 MeKIVHAPOIAHON CTATHCTHYECKON KJIaccupurkanuu 0oJiesHeii M nmpoodJaem,

CBA3AHHBIX CO 3/10POBHEM

E83.3- Hapymenne obmena docdopa u dpocdarass

I'unodocdarazus

1.5 Kanaccudukauus 3a60/1eBaHUSA WM COCTOSTHUS (TPYNIbI 3200/1€BAHNIA MM COCTOSTHMIA)

B 3aBucumoctu ot BpeMeHH J1e0roTa runodocdarasuu BRIACISIOT CIASAyIoNre Gopmbl:

0 NEepUHATAIBHYIO (Pa3BUTHE CHUMIITOMOB BHYTPHUYTPOOHO WITH MIPH POKACHUH);
0 MJIaJIEHYECKYI0, NI UHPAHTUIIBbHYIO (10 6-MECIYHOT0 BO3pacTa);

0 netckyto (6 mec — 18 ner);

0 B3pociyto (crapuie 18 jier).

Kak nmpasuio, popma 6051301 onpesienser 1 TAKECTb TEYEHU — OT CaAMOT0 TSKEJIOoro Mpu
NepUHATAIbHON (OpME J0 OTHOCUTENBHO JIETKOTO MIPU B3pOCIIOH.
OtaenpHOM QopMoit siBIsieTCs: oJoHTOrUnogocdarasus, Npu KOTOpoi HabI0gaeTCs TOJIBKO

nopaxenue 3yoos [1].

1.6 Kiananueckas KapTHHA 3200J1eBaHUs WU COCTOSIHMSA (rpynnbl 3a00JeBAHUN WU

COCTOSIHU)

IlepunaranbHasa dopma (MHOTIA Ha3bIBaeMas NMEPUHATAIHHOW JIETAIBHOW), XapaKTePU3yeTCs

CaMBbIM TSDDKCJIBIM TCUCHHEM, BBICOKOU JICTAJIbHOCTBIO, MOXET JUArHOCTUPOBATHCA NIPCHATAJIBHO
Ipu yJIbTPa3dBYKOBOM HCCJICAOBAHUU IUIOJAA WJIM Cpa3y IIOCJIC POKIACHUS. vy HOBOPOKACHHBIX
OTMCYAKOTCA:

M TUIIOMUHEpaJIn3ainus CKEJICTa C€ YKOPOYCHHUEM KOHEYHOCTEH M TSKCIIBIMU

nedhopmarusiMu pedep, TO3BOHOYHUKA, TPYAHOU KIIETKH;



KHCJIOP

THUITOILIa3us JICTKUX, JAbIXaTCJIbHAs1 HEAOCTAaTOYHOCTD,

OJIHOM MOJJIEPIKKH;

BBIPaKCHHAsI MbIIIEYHAs! TUIIOTOHUS, BAJIOE COCAHUE;
pBOTa, JeruapaTanys, JIHX0paaKa, aHOPEKCHsl, 3al10phl;
MeMOpPaHO3HBIN Yeperr;

BHYTPUUEPEIIHOE KPOBOU3IUSIHUE;

cynoporu (ButamuH B6-3aBucumele);

MI/IGJ'IO(bTI/ISHaH aHEMUA (BepOﬂTHO, BCJICACTBUEC

(GYHKIIMOHUPYIOLIET0 KOCTHOIO MO3Ta);

3a/IepiKKa pocTa, TioxXas MprudaBKa MacChl Tea;
TUTICPKATBIIAYPUST;
He(pOKAIBIIMHO3;

MepCJIOMbI, BO3BHHUKIIHEC BHYTpI/IYTpO6HO.

YMCHBIICHUSA

IIpy nHpaHTHIBLHONI (POpMe TAKKE OTMEYAECTCS TAKEIOE TEUCHUE, XapaKTEPHBI:

hopme;

BbIpaKCHHAaA rMIIOMHUHCPpAIN3alusd KOCTHOM TKaHU;

HEO0OXOINMOCTb

o0BeMa

BBIPA’)KCHHBIC CKCJIICTHBLIC I[e(bOpMaL[I/II/I, CXO0XKHC C TAKOBBIMU IIpH HepHHaTaﬂbHOﬁ

TUTIOTUIA3Usl JIETKUX, JbIXaTeIbHas HEJIOCTATOUYHOCTh, TPEOYIOIIas KUCIOPOIHOM

MOJAEPKKY;

NOBBIIIEHHAsT HEPBHO-pe(dIEKTOpHAs BO30YIMMOCTb, BUTaMHH B6-3aBucuMBIE

CY/IOpOTH;

MBIIIEYHAs TUTIOTOHHS;
TUTIEPKATBIIUEMHUS K HEPPOKAIIBIIMHO3;
OoTcTaBaHHe B (PU3MUECKOM U MOTOPHOM Pa3BUTHUH;

0oum B MbIHIIax U KOCTAX,

Y nereii ¢ mnepuHaTajJbHOH M HWHPaAHTHWIbHON ¢(opMamMu OOJe3HH HENPABUIBHOE

dbopMHUpOBaHHE KOCTEM uepena 3a4acTyi0 MPUBOAUT K KPAHUOCHHOCTO3Y U TOBBIIMICHHUIO

BHYTPUYCPCIIHOI'O JaBJICHUA, YTO MOKET HOTpe60BaTB HCI‘/’IpOXI/IpprI/I‘-ICCKOFO JICUCHUA.

B paHHECM BO3pacCTeC JIETaJbHBIM MCXOJI 4Yallle BCEro HACTynnact B PpCe3yJbTaTe TSDKEIoM

TUTIOMUHEpAIN3AIIMN  KOCTEH CKejeTa, oOycioBiMBaronied nedopmanud TpyaHON KIIETKH,

THUIIOILIa3UIO JICTKUX, JAbIXaTCJIbHYHO HEJOCTATOUYHOCTD.

[Tpu nerckoii popme ormeudaeTcst 6osee OGmaronpusiTHoe TedeHue. Paxurndeckue aedopmariu

CKCJICTa (qame o Tummy genu Valgum) Pa3sBUBANOTCA IMOCTCIICHHO W BAPBUPYIOT IO CTCIICHU

BBIPAXKEHHOCTH. XapaKTEPHO:

paxUTUYECKOE MOpaKeHHe KOHEYHOCTEH B BUAE YKOPOUECHHUS U AepopMaliuii;



° KPaHHUOCHUHOCTO3;

. MOBTOPHBIE TIEPETIOMBI,

. 00JIM B KOCTSIX M MBIIIIAX;

. CKOBAHHOCTD JIBMDKEHH B CyCTaBax;

. 3ajiepyKKa Havaja X0 b0bl U «yTHHAs» MMOXOJIKA;

. YMEHBIIIEHUE TPYTHON KIIETKH B 00beMe 3a CUeT yKOpoUueHus pedep;

. oTcTaBaHue (U3HYECKOTO K MOTOPHOTO Pa3BUTHS;

. HETPOTPECCUPYIOIIAsT MHOTIATHS;

. TUTIEPKATBIIMEMHUS K HEPPOKAIIBIIMHO3 (peXke, ueM Ipu MH(MAHTUILHOH Gopme);

. NPESKICBPEMEHHOE  BBINIAJICHUE BPEMEHHBIX U TIOCTOSIHHBIX 3yOoB  0e3

KPOBOTEUCHHSI ¢ HEC(OPMUPOBAHHBIMH WU CHOPMUPOBAHHBIMH KOPHSMHU (MHOTIA C
MpU3HaAKaMU Hapy>KHOHM pe3opOLru [IEMEeHTa U JCHTUHA KOPHS).
Takxke ecTb AaHHble, 4TO TpU coueTaHuu ['DOD c TKENOU HEBPOJOTHMYECKOW IATOJIOTHEH,
narpumep LIl y gereit, cocTossHue MOXET OBITH OIIMOOYHO PACIEHEHO KaK TSKEIbIN
0CTEOMOpPO3, YTO MPUBOJIUT K HEMPABUIBLHOM TAaKTUKE JieueHus [95].
Hns B3pocaoii popmbl ['OD xapakTepHbI NCEBAONEPETIOMbI, & TAKXKE MHOTOKPATHBIE TJIOXO
3a)KUBAIOIME TIEPENIOMbl KOCTEH, HEpeaKo TpeOyrolne XUPYPrUYECKOTO BMENIaTeNlbCTBA.
[TpenMyI1€eCTBEHHO MOPAXKAIOTCS HUKHUE KOHEYHOCTH, BOZHUKAIOT YKOpOUEHHUE U JiehopManuu
JUTMHHBIX TpyOYaThIX KOCTEH, TMOXOJKa IMAallMeHTOB HapylleHa, pocT CcHWXkeH. Hepenko
OOHApY)XMBAIOTCS  XOHJPOKAJIBIIMHO3, TICEBIOMOJAarpa H apTPONaTHH, COMPOBOXKIAEMbIC
CUJIbHOM 00JIbI0, TPUBOISIINE K HAPYIICHUIO TPYTOCTIOCOOHOCTH ¥ MHBAIHIU3AIUH.
Ecnu Beimanenue 3y00B (C WMHTAaKTHBIM KOpPHEM) SIBIISIETCS €IMHCTBEHHBIM TPOSIBICHHEM
00JIe3HH, yCTaHABIMBACTCs AUarto3 ogpontorunodocdarasum [1, 5, 6, 7, 8, 9, 12, 13, 14, 15,
16, 17].
2. InarnocTuka 3a00J1eBaHUS WJIH COCTOSIHUA (TPyNNbI 3200/1€BaHUI WU

COCTOﬂHHi’i), MECIUIUHCKHE NMOKa3aHUA U IIPOTUBOINOKA3AHUA K IPUMCHCHUIO

METOJA0B ITHAI'HOCTUKHU

Huaenoz I'®@DP ycmanasnusaemcss HA OCHOBAHUU COBOKYNHOCMU KIUHUYECKUX OAHHDIX,
pe3yibmamos 1ad0pamopHelX U UHCIPYMEHMANbHBIX UCCIe008AHUL, A MAKHCe MOJEKVIAPHO-
2eHemUYecKo20 aHaIusd.

Kpumepuu ycmanoenenusa ouaznosa

HHuaznoz ['D moocem Obims NOOMEEPIHCOEH HA OCHOBAHUU:



J Xapaxkmepuvix KIUHUYECKUX NPOAGIEHUN 6 6ude paXumuyeckux uMeHeHull
cKellema, HeBpOI0SUHECKUX, ObIXAMENbHbIX — PACCIMPOUCIE, NOBPENCOCHUs NOUEK,
3a0epaicKu pocma u pazeumusi;
o Cmotikoeo CHUdCenus YpO8Hs AKMUBHOCMU WeloYHOU pocpamasvl (¢ yuemom
go3pacma u noaia NayueHma) npu OMCymcmeuu Opyeux 803MONCHbIX NPUYUH CHUNCEHUS
AKMUBHOCTU,
J Xapakmepnotli penmeeHOI02UYeCKOU KapmuHvl HAaApyuweHus @opmMuposanus u
pocma Kocmell — pacuupenue memapuzos, HEPAGHOMEPHOCMb 0CCUDUKAYUU, VIACKU
npoceemiienus, npoeyupyrowuecs Om 30H pocma 8 ouaghusvl, UCMOHYeHUe U
CUNOMUHEPATUZAYUSL KOCMHOU MKAHU;,
Hugpgepenyuanvuas ouacnocmuxa npogooumcs ¢ Opyeumu OUCHIA3UAMU KOCMHOU MKAHU, d
makxce ¢ OONE3HAMU, NPOMEKAIOWUMU C  PAXUMUYEeCKUMU  OepopMayusmu  u/umu

ocmeomanayuel.

2.1 ’Kano0s1 1 aHaMHe3
Ilpu cbope anammuesa u oncanob credyem oOpamumev SHUMAHUE HA cledyrouue Hcaiodvl u
aHaMHecmuyecKue cooblmusi:

o OMSCOUJCHHBII CeMEeUNbIl AHAMHE3 (CXOOHble CUMNMOMbL Y POOHBIX Opamves u

cecmep npodbanoa, OIUKOPOOCMBEHHbLI OPAK);

J 3a0epakcka pocma, nioxas npubasKa mMaccol meua;
. degopmayuu cxenema,

J 3a0epaHcKa NCUXOMOMOPHO20 PA36UMUSL,

o CHUDICEHUE NePEeHOCUMOCIU PUIUYECKUX HASPY3OK,
J cnabocms 8 KOHEUHOCHIAX,

J U3MeHeHue NoX0OKU,

J 0O0NIe3HEHHOCMb 8 MbLUYAX, KOCMAX U CYCMABAXx;

. npescoespemertoe gvinaoenue 3008

2.2 ®du3uKajJbHOE 00cIeJ0BaAHUE

IIpu ocmompe nHeob6x00uMo 0Opamums HUMAHUE HA OCHOBHYBLE KIUHUYecKue npossienus I DD:

J omcmasanue Puuiecko2o U MOmMopHO20 Pa3eUMus.,

J paxumuyeckue oeghopmayuu cKeiema,

o Odepopmayuu uepena;

J VMeHbuleHue 2PYOHOU KIIemKU 8 00beme 3a cuem yKopouenus pebep,
. MbIULEYUHAS 2UNOMOHUSL,



L4 CKOBAHHOCMb OBUNCEHULL 6 cycmasax,

o 3a0eparcKa Hauana Xo0bowvl U «YMUHASL NOXOOKA.

2.3 JIabopaTopHbIe THATHOCTHYECKHUE UCCIAET0OBAHUSA
B nabopamopnoii ouacnocmuxe ucnonvsyrom onpeoenenue axmuenocmu I[® u nokazameneti

kanvyuti-ghocgpoprozo oomena (kanvyuil, pocghop, sumamun D, napamupeouonsiii 20pmoH)

. PexomenaoBaHo BceM mamuWeHTaM mpu mojo3peHun Ha ['OD mpoBeneHue o0OIIETO
(KJIMHUYECKOT0) aHaJN3a KPOBU Pa3BEPHYTOIO C IIEbI0 OLIEHKU (OPMYIIBI KPOBU MCXOIHO U B
JanpHEHIeM B JuHaMuKe Ha GoHe Tepanuu achorasoii ansda [18].

YpoBeHns yoeauTeabHOCTH pekoMenaanuii — C, ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB - 5
o PexomenaoBaHo BceM ManueHTaM npu nojo3penuu Ha [OD onpeneneHne akTUBHOCTH
nienouHoi (ocdaTtaspl B KpOBU KaK OCHOBHOTO JHMArHOCTHMYECKOTO OMOXMMHYECKOTO0 Mapkepa
o0sykpamno ¢ unmepsaiom 1 neoens [20].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB - 5
KommenTapuii: Onpedenenue axkmugHocmu wenounou ¢hocghamasvl 6 Kpoeu Hnpo8oOUmMCcs
cmanoapmuvimu  memoodamu. Ilpu ['OD evisgnaiom CcHudiCeHUue aKmueHOCMU WeL0YHOU
Gocghamasvl HudimCe HUNCHEU 2PAHUYLL HOPMbL, NPU IMOM UHMEPNPemayus pe3yibmamos
0053amenbHO  00NINHCHA NPOBOOUMBC C Y4emoMm 603pacma U noxa NayueHmad, d maxokce
UCRONIL3YeMO20 peakmusa u e2o pepepencuvix snadvenut [21].

Kpome moeo, eadicno ucknouums opyeue ¢haxmopwvi, cnocobHvle MOOYIUPOBAMb AKMUBHOCHIb
L[®D, kak 6 CMOpPOHY CHUdCEHUs (2unomupeo3, uHmoxkcuxayus eumamunom D, uapywenus
npasu 3a60pa obpazyos Kposu u Op.), maxK u noGblueHUs (paxum, sunepnapamupeos, 60a1e3Hsb
Ieoscema, sabonesanus xcenuesvleoosuux nymei u op.) [1].

Bpau oonoicen yoeoumscs 6 xoppexmuocmu npedocmasgiaemvlx iabopamopueti pe3yibmamos
usmepenusi akmusnocmu gpepmenma [22].

o PexomeH10BaHO BCeM MalME€HTaM C HU3KUM YpOBHEM akTuBHOCTH I[P mpoBeneHue
MOJIEKYJISIPHO-TEHEeTHUECKON AMarHOCTUKM (ompenenenue mytanuii B reHe ALPL) ¢ mensio
Bepudukanuu nuaruosa [20]

YpoBeHnb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB - 5
Kommenrapumn: Monekyaspro-eenemuueckas OUAeHOCMUKA nomozdem epudpuyuposams
O0UACHO3, 0OHAKO CMAHOAPMHble MeMOObl 2eHeMUUECKOl OUACHOCTUKU UMEIOM O2PAHUYEHUS U Y
10 % nayuenmos ¢ eunogocpamasuei mymayuu He svisensiiom [4]. Yacmoix mymayuil ons 2ena

ALPL He onucano, nosmomy HeobXo0umo npogseoenue noino2o anaiusa cena ALPL memoodom

10



npamoco ceksenuposarus. Ha cecoonswnuii oenv oonapysiceno u onucaro 6onee 400 mymayuii,
6 ocHoeHom muccenc-eapuanmol (74%) [23], eedywux x Oebromy 3abonesanus 6 pazHom
go3pacme u ¢ pasHou cmenenvio msdcecmu. Takdce 6 ceHe onucamvl KpynHvle Oeneyuu u
uncepyuu O0emeKkyuro Komopwvlx npogoosm c¢ nomowwto MLPA (mynemuniexcnas nueasznas
peaxyusi).

3abonesanue modcem nepeoagamvcs NO - AYMOCOMHO-OOMUHAHMHOMY UIU  PEYecCUsHOMY
muny. bonee msoicenvie kiunuueckue genomunsvl (nepuHamantbHuLLL 1eMalbHbLL / MAA0eHYecKull)
HACedyIomest NO AymoCOMHO-PEYeCCUBHOMY muny, bonee ieckue Gopmvl Mocym Oblmb Gbl36aHbL
OOMUHAHMHO-HecamusHbiMm dppexkmom ([[HDI). Mymayuu, svizviearowue /[HD, noxkaruzosanvl 6
mpex OoMeHax. o00nacmu  C6A3bIBAHUS  20MOOUMEPd, AKMUBHOM  caume U  KpAyH-
Oomene. CnedogamenbHo, Mymayus, PAcnoIONCeHHAs 34 Nnpeodelamu SMmux OOMEHO8, He
nposisisem JJHD [24]. Yacmo scmpeuaiowuiics sapuanm ¢.571G>A (p.Glul91Lys) sensemcs
DYHKYUOHAbHBIM — NOAUMOPPUIMOM,  ucciedoganuss N VItr0  nokaszaiu — ocmamoumyio
akmusHocmo gepmenma 68% u omcymemeue /JJHD [25]. Heobxooumo ommemums maxoice u
8bICOKVIO  6apuaberbHOCmb — (DeHOMUNUYeCKUX — NpOosAGIeHull  3a001e6anus  (AL1eIbHYI0
2emepoceHHOCmb), m.e. 00U U me dce mymayuu 6 eene ALPL moeym umembv paziuunbie
(enomunuyeckue NposGieHUs Y PAsHbIX Hocumesel, oadxce eHympu oonou cemvu [25]. Ha
Ce200HAWHULL  OeHb Hem  YOeOumenbHblX OAHHbLIX, NO360JSAIOWUX NPOBECIU  HCECHKYIO
KOppenayuro mexcoy mymayusimu u msxcecmovito 3abonesanus. OowupHnas henomunuyeckas
UBMEHYUBOCMb — ONUCAHA Ol HOCumenel ¢  OOUHAKOBbIMU — 2EHOMUNAMY,  NOIMOMY
BbIPAINCEHHOCMb  dhhexma  mymayuili HeobX00UMO PACCMAMPUBams 6 COBOKYNHOCHMU C
PA3UYHBIMU  OONOJIHUMENbHBIMU (DAKMOPAMU - INULEHEMUYECKUMU U (AKMOpamu 6HeulHell
cpeovl [26]. Takum o6pazom, nocmanoska OUacHo3a He MOACem OCHOBbIBAMbCSL UCKTIOYUMENbHO
Ha auanuze mymayuili eewa ALPL, Hneobxo0uma KOMNIEKCHAsI OYEHKA KIUHUYECKUX U
1a6OPaAMOPHO-UHCMPYMEHMATILHBIX OAHHDLX.

Hanuuue oOHoUl Mymayuu 6 2eHe He ABIAEMCA CMPOSUM OCHOBAHUE Ol NOOMBEPHCOEHUS U
uckatoueHus ouaenosa. Eciu mymayus eviasnena 6 ecemepo3ucommom coCmosnuu Heooxooumo

NpUHUMams 60 6HUMAHUe MUun mymayuu u ee 6jlusiHue Ha d)yHKL!ulO beinka.

. PexoMeH10BaHO HccIeI0OBaHUE YPOBHS OOIIETO M MOHM3UPOBAHHOTO KaJbIMs B KPOBH
BCEM TallMeHTaM ¢ 1oji03peHreM Ha [' @D ¢ nenbio olieHkH KaibieBoro oomena [18].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB — 5
. PexoMeH10BaHO uCClieIOBaHME YpPOBHS HeopraHuueckoro ¢ocpopa B  KpOBH,

uccienoanve ypoBHsa 25-OH ButammHa /[ B KpOBH, MCCIIEIOBAHNE YPOBHS MapaTHPEOUTHOIO
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TOpMOHa B KPOBH BCEM MaIlMEHTaM C MmoAo3peHreM Ha ['OD s oneHKu KanbIiuii-hochopHOTo
obmeHa. [18, 20].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5
. PexomennoBano MccienoBanue ypoBHsSI KpeaTHHMHA B KpoBH, MccnemoBaHue ypoBHS
MOYEBHHBI B KPOBU (BCEM MaIlMEHTaM C KIMHUYECKUMH mpu3Hakamu ['OD ¢ uenbio OLeHKH
(GYHKIIMM T0YEK), COOTHOUICHHS KaJbLUH/KpeaTUHUH (BCEM IMalHMeHTaM C KIMHUYECKHUMHU
npu3HakaMu @D ¢ 1enbio CBOEBPEMEHHOW IUArHOCTUKHA HEPPOKAIBIIMHO3a), OMpPEICICHUE
CKOPOCTH KITyOOUKOBOH (punbTpanuu (B3pocibiM narueHTam ¢ @D ¢ 1nenbio oneHkn QyHKINH
nouek) [18].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii —C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB — 5
. PekoMenzoBaHO ompeselnieHne aKTHUBHOCTH acmapTraraMuHOTpaHcdepasbl B KpOBH,
Onpenenenne akKTUBHOCTH allaHMHAMHUHOTpaHcdepasbl B KpoBu, VccienoBaHue ypoBHS
CBOOOHOTO U CBS3aHHOTO OMJIMPYOWHA B KPOBU BCEM MAIIUEHTAM C KIIMHUYCCKUMHU IPU3HAKAMHE
['®D c menpio OLIEGHKKM COCTOSHUS TEYEHHW HCXOJHO W B JalibHEWIIeM Ha (POHE Tepanmuu
acdora3oii anpda [18].

YpoBeHns yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5
KommenTapuu: uccredosanue nposooumcs ecem nayuenmam npu ouazHocmuxe, oaiee — npu
OUCNAHCEPHOM HAOIOOeHUU — NAYUEHMAM, NOYYawWum acghomasy aib@a.

. PexoMeHna0BaHO ucCCIEIOBaHUE YPOBHS KaJlblMsl B MOYE BCEM MalMEHTaM C
nozo3penueM Ha ['OD c 1enbio HCKITFoUeH s TIepKanbinypun [18].

YpoBeHb yoenureqbHOCTH pekoMenanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5

KommenTapum: uccrnedosanue 0653amenvHo npu HAIUYUY SUNEPKATbYUEMUU U/UTU NPUSHAKOS
HeghpoKkanbyuHo3a.

. PexoMeH10BaHO TpOBEJECHUE HCCIENIOBaHMS MalUMeHTaM ¢ Mojao3peHueM Ha ['OD
®dochorranonamuna (ODA) moun (McciaenoBanme aMUHOKHUCIOT ¥ METa0OJIMTOB B MoOue,
KommnekcHoe ompeneneHrne KOHIEHTPAaLMU Ha aMUHOKHCIOTHL, KomruiekcHoe ompeneneHue
KOHIIGHTpPAallMM HAa  aMUHOKHUCIOTBl  METOJOM  BBICOKOW 3P (EKTUBHONH  KMIKOCTHOU
xpomatorpaduu) ¢ tuarHoctuaeckoi reinbio [18, 20]

YpoBeHb yoenureabnoctu pekomenaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5

2.4 I/IHCprMeHTaJILHLle AHATHOCTHYECKHUE UCCICAOBAHUA
. PexomenaoBana BceM mamueHtamM ¢ nojo3peHueM Ha ['®®D penrtreHorpadus
MOpaXEHHOM YacTH KOCTHOTO CKejleTa (peHTreHorpaduu uepena, rpyAHON KIIETKH, JUIMHHBIX

TPY6anBIX KOoCTen BCPXHHUX U HUXKHHUX KOHC‘—IHOCTGﬁ, BKJIFOYasl KOCTHU KHUCTH, KOJIEHHBIN CyCTasB,
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Jy4ye3arsiCTHBIM CyCcTaB M JIp. B 3aBUCHMOCTH OT KJIMHUYECKOW CHUTYyallH) C LEIbI0  OLEHKU
cocTOsiHHS KOCTHO# Tkanu [20].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB - 5
KommenTapuu: Xapakmepnvie penmeenocpaghuueckue usmeHenus KOCMHOU MKAHU SKIIOYAIOM
Odepopmayuu u yKopoueHue mpyouamvlx KoCmel, O0CMeoXOHOPANbHble BblPOCHbL OJIUHHBIX
mpybuameix Kocmeu — wnopvl boyonepa. Moowcno eviseums pacuupenue 30H pocmad,
HEePasHOMEPHOCMb  30HbL  8DEMEHHOU  Kalbyuukayuu U  pacuupenue memag@uzos ¢
yepedo8aHueM yuacmKo8 0Cmeonopo3a u ocmeockieposd. Taxk nazvieaemvlie «A3bIKU NIAMEHU
UnU NpoceemieHus, Komopvle NpOeyupyromcs Om 30H pocma 6 Ouagusvl, OMIULAIOM
eunogocgamaszuro om paxuma u/unu memaghuzapHoi ocmeooucniasuu. Kocmuuiii 603pacm, kax
npasuno, omcmaem om  nacnopmuoco. Ilpu  uccredosanuu  uepena - GulABGNAIOM
CUNOMUHEPATUZAYUIO KOCINHOU MKAHU (MeMOPAHO3HbIL Yepen), KPAHUOCUHOCIO3bL U CUMAIOM
«NATLYEBbIX 80ABIEHULY - XAPAKMEPHDBIN NPUSHAK, HAON00AeMblll HA PEeHM2eHOSPAMMAX Npu
NOBLIEHUU BHYMPUUEPENHO20 O0a6leHUs. Y 63pocivlx nayueHmog Mo2ym —GblAGIAMbCs
XOHOPOKANbYUHO3, NCEBOONEPENOMbL U NCEBOON00Azpa.

. PexoMeH10BaHA MarHUTHO-PE30HAHCHAs ToMorpadus KOCTHOM TKaHM (0JHA 00JIacTh)/
MaruutHo-pe3oHaHCHasE Tomorpadusi cycraBoB (oIuMH  cycTaB)/MarHUTHO-pe30HAHCHAs
tomorpadusi CycTaBoB (OJMH CyCTaB) C KOHTpacTUpOBaHHEM TmanueHtam ¢ ['OD mpu
HEOOXOMMOCTH JTMarHOCTHKHU MATOJOTMYECKHUX IMEPEIOMOB, OTEKa KOCTHOTO MO3Ta, KOHTPOJIS
cocTosiHus cycTaBoB [18].

YpoBeHb yoenuTeJbHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB - 5
o PexoMeH10BaHO TIPOBEICHUE PEHTTEHOJCHCUTOMETPUN Ui OIICHKH MUHEPATbHOM
IJIOTHOCTH KOCTHOW TKaHW BCEM MallME€HTaM C nojao3peHueM Ha ['@D ¢ 5-tu neTHero Bo3pacra
[20].

YpoBeHsb yoenuTebHOCTH pekoMeHauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
. Pexomen10BaHo MpoBeIeHUE YIBTPA3BYKOBOTO UCCIIEIOBAHMSI TIOYEK BCEM MAIIEHTaM C
nogo3penueM Ha ['OD mmst BeisiBIeHUs Hedpokanbitmaosa [18, 20].

YpoBenb yoenurebHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5
. PexomennoBana »siektposHmedanorpadgus mnarueHTam ¢ mnogo3peHneM Ha ['OD ¢
HATMYUEM HEBPOJOTMYECKONH CHMMITOMATHKU JUIS BBISBICHHS SMUJICHTHYECKON aKTUBHOCTU
[27,28]

YpoBeHnb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB - 5
KommenTapum: npo6oosmcs 8 m.u., AMAAUMYOHO-UHMESPUPOBAHHASL

anekmposnyeghanoepagus, r1ekmposuyedanocpapus ¢ 8UOCOMOHUMOPUHSOM
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. PexomennoBana HelipocoHorpadusi W/WIM KOMITbIOTEpHass ToMmorpadus TOJIOBHOTO
Mo3ra/peHTrenorpadus Bcero depemna, B OJHOM WM 0ojee MPOEKUUSX H/HIM MarHUTHO-
pe3oHaHCHas ToMorpadus TOJIOBHOTO MO3Tra IpU HAIMYHMH Yy MAIMEeHTa ¢ mojo3peHuemM Ha [P
KPAaHUOCHHOCTO3a, HEBPOJIOIMYECKONM CHMIITOMATHUKH C ILEJIbI0 JTUArHOCTHKHU IaTOJIOTUU
YepENHbIX [IBOB, IPOrPECCUPYIOIINX H3MEHEHHMIA Oeoro BemtecTBa mosra [11, 28, 30, 31, 32].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB - 4
KommenTapuii: [llpu 6o3nuxnosenuu nodo3penull Ha Haiudue y NAYUeHma noGblULeHHO20
BHYMPUUEPENHO20 OABNeHUsl YelecO0OPA3Hbl BbINOJHEHUe NH00020 O00CMYNHO20 Memood
Heuposu3yanu3ayuu, a makaice KOHCYIbmayus epava-reupoxupypea. /o Hacmoswe2o MomeHma
«3010MbIM ~ CMAHOAPMOMY» 6  OUACHOCMUKE NOPAJCEHUL  YePEenHvlX W08  AG/Aemcs
KomnwvlomepHas momoepagus. OHa no3eonsiem He MONbKO MOYHO — BePUPUYUPOBATD
NOPAJCEHHbI W08, HO U OYeHUumv Opyeue NpUsHaKu gopmupyrowelcs KpanuoyepeopatbHou
oucnponopyuu  (UCmoHueHue  KOCmel — yepend, PUCYHOK  «NATbYEBblX  BOAGIEHUILY).
Hnpopmamusnvim npu  GbINOIHEHUU KOMNLIOMEPHOU MOMOSpAPuUU  A6TIAEMCA  BblAGLEeHUe
Kanbyuguxayuu y4acmko8 meepool M032080U 000J0YKU, YMO MAKHCe NAMOSHOMOHUYHO O/is
oD

CywecmeeHubiM  MUHYCOM  PAOUOTIOSUYECKUX MemOo008 OUACHOCMUKU SGNAemcs JIy4esdst
nazpyska. C yenvio ee yMeHbUeHUS NAYUEHMAM PAHHE20 803PACMA B03MOICHO GbINOTHEHUE
HetipocoHozpaghuu ¢ eusyanuzayuel 4YepenHvix Wl808 U OnpeoeneHuem Ouacmaza Mmexncoy
kocmamu depena. Ilpu HeBO3MOXNCHOCMU BU3VATU3AYUU YEPEeNnHO20 Wead AUOO BblsAGIeHUU
3HAUUMENLHOU ACUMMEMPUU MeHCOY NAPHLIMU WEAMU PEeKOMEHO08AHA KOHCYIbmayus epaya-
Heupoxupypaa.

Haumenee UHGOpMaAMUBHbIM npu KC Memooom
HeUuposU3yanu3ayuu A61Aemcs MacHUMHO-pPEe30HAHCHASL MOMO2paghus, Komopas He No360J5Aem
8bIABUMb NOPANCEHHBIU U8, HO C NOMOWBIO KOMOPOU MONCHO OYEHUMb NOJIONCEHUe MUHOAIUH
MO32HceuKa OMHOCUMENbHO OObUIO20 3aMbLIOYHO20 OMEEPCMUsL, CONYMCMEYIOUUEe HaAPYUIEHUs
JUKBOPOOUHAMUKU, 0eDOoPpMaAyUuio IUKEOPOCOOEPHCAWUX NPOCMPAHCIE  (HCEeNYOOUKU MOo32d,
YucmepHvl OCHOBAHUSL Yepena U cydoapaxmouoanvbhvie npocmpancmea). Hemanosascnvim
Kpumepuem OYeHKU KIUHUYeCKO20 COCMOAHUS NAYUEeHMA ABNIAeMCs HetpOoOopMmManbMoI02UYecKull
cmamyc - gvlaslleHue omeKka OUcKa 3pumenvbHo2o Hepsa. Hapkos - no noxasauusm.

o PexomengoBano omnpenenenue ¢yHkuu BHemHero aAbixanus  (MccnemoBanue
HECTIPOBOIIMPOBAHHBIX  JIBIXaTEIBHBIX OOBEMOB M TOTOKOB, TpH HEOOXOAMMOCTH -
HccnenoBanue npIXaTelnbHbIX OOBEMOB € MPUMEHEHHEM JIEKAPCTBEHHBIX IIperaparoB)
naueHTam ¢ noao3peHueM Ha '@ crapiie 5 1€t npu OTCYTCTBUU MPOTUBOMOKA3aHUH C IIETBIO

olleHKH (yHKIUU abIxaTeabHou cuctemsl [20, 33, 34].
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YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB - 5
KommenTapuu: 6o3moorco nposedenue nyibCokcumempuu no NOKA3AHUAM.

. PexomennoBano manueHtam ¢ ['®D urbpanTHIBHOW (OpMON TIPH HEOOXOJUMOCTH B
IPOIOJDKCHUN PECTIMPATOPHON MOICPIKKU TOCIIe OCTPOoid (a3bl (T.€., TPH HEMOJIHOM OTBETE Ha
Tepanuio) - oOcieloBaHUE M  OJITBEPXKICHUS/UCKIIOYEHHS] TPaxeoOpOHXOMAALUU
(mpoBeneHWEe  TPaXxEOOPOHXOCKOMUH  (BHUACOTPAXCOOPOHXOCKONMUH) M KOMIIBIOTEPHOM
toMorpadguu opranoB rpyaHoi mojoctu (KommbroTepHas Tomorpadusi TpyAHOH MOJOCTH C
BHYTPUBEHHBIM  OOJIOCHBIM  KOHTPAaCTHPOBAHHEM, MYJIbTHIUIAHAPHOM W TPEXMEPHOUN
peKkoHCTpyKIHeir) [28, 38].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJIbCTB - 5
. PexomennoBano BceM nanveHtaM ¢ nopo3peHremM Ha IO 1npu nepBUYHOM
CTOMAaTOJIOTUYECKOM  OOCJIEJOBaHUHM TPOBEJCHHUE KOHYCHO-IIyueBOM TOoMorpaduu WiId
naHopaMHoii Tomorpaduu uemrocteir (KommproTepHas Tomorpadus —UelOCTHO-THIIEBOM
obnactu, Ilamopamuas peHTreHOrpadusi BepxHeW demtocTH, [laHOopamHas peHTreHorpadus
HUkHeH uenroctH, Opromantomorpadus, CrupanbHas KOMIBIOTEpPHAs OpTONaHToMorpadus)
JUTS1 OIICHKHM MHHEPAIbHOMN IJIOTHOCTH M CHHDKCHHUS YPOBHS alibBeoisspHOit koctu [20].

YpoBeHnsb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH A0Ka3aTeJIbCTB - 5
. PexoMeH10BaHO paccMOTpeTh MpoBeeHne onorncun koctu (+Ilaronoro-anatommaeckoe
UCCIIeIOBaHNE OHMOICHIHHOrO (OMEepalMoOHHOT0) MaTepuaia KOCTHOW TKaHM) MpPU TOCTaHOBKE
muarHoza @D u mpu MIaHOBOM BeACHHHM Ha (DOHE Tepamuu, B OCHOBHOM Y B3POCIBIX
NAlUEHTOB, €CJIM Ha HeOoOXOJMMOCTh JaHHOIO UCCIIEJOBAHMSI  YKa3bIBAIOT MapKepbl
MeTabosr3Ma KOCTHOH TKanu [18].

YpoBeHnsb yoeauTeabHoCTH pekoMeHaAanuii — C, ypoBeHb JOCTOBEPHOCTH A0Ka3aTelbCTB - 5
KommenTapuu: nposooumcs ¢ ocmopodcnocmoio, Ha ycmompeHue 6paya B ocnosnom, y
nayueHmos ¢ OONOIHUMENbHbIM PUCKOM NEPeloMO8, HaNpUMep, ¢ XPOHUYECKOU D0Ne3HbI0 NOYeK,
yacmuIMu nepelomMamu 8 aHamHese Uil 04eHb HUSKUM UHOEKCOM MACChbl mead.

Hccneoosanue Ha one mepanuu acgomasou anvpa modxcem Oblmb NONE3HLIM NPU
Heobxooumocmu onpeoenenus d¢pgpekmusHocmu mepanuu 8 OMHOWEHUU KA4eCMEeHHbIX U
CMPYKMYPHBIX XAPAKMEPUCMUK KOCMHOU MKAHU.

Bosmooicen puck nepenoma 6 obnacmu e3amus buonmama.

Henv3zsa npoeooums neped mecmamu no ucciedo8anuio MoOUIbHOCMU NAYUeHma.

OueHKa 00NIiCHA I’lpO@Odun’leﬂ ONbIMHBIMU cneyualucmamu.

2.5 Uuble THATHOCTHYECKHE UCCICT0BAHUSA
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2.5.1 Koncynomayuu u nabnroenue cneyuaiucmos

[ ]

) PexomennoBano BejeHue nanueHToB ¢ [P MyIbTUAMCIUIIMHAPHOW KOMAaHJIION
CIICLUAIMCTOB C LIEJIBI0 OKAa3aHUs KAYeCTBEHHOW MeUIIMHCKOM oMoty [20].

YpoBeHb yoeaquTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB - 5
KommenTapuii: ¢ 6udy moco, umo 3aboneeanue Xxapaxkmepusyemcs NopaxsceHuem MHO2UX
opeanoe u cucmem, mpedOyem KOMNJIEKCHOU mepanuu, 4Ymo OuKmyem HeoOX00UMOCHb
COBMECMHO20 6€0eHUsl NAYUEeHMA CReYUATUCTNAMU PA3HbIX Npoguieli, NOKA3aHbl nepeuyHbvle U
NOBMOPHbIE KOHCYIbMAYUU 6paia-ceHemuKd, 8paia-Hesponozd, epaia-Hetupoxupypea, 8payd-
9HOOKPUHON02d, 8PAYA-0emCcKO20 IHOOKPUHONO2A, 6paAya-mpasmamonoza-opmoneod, 8paya-
cmomamornoza, spaua-Heghponoea, 8paua-ny1bMoHoN02d, 8paua- cypoonoza -
OMOPUHONIAPUHSONI02A,  BPAYA-OPMATLMONI02A, — B8PAYA-NeOUAmpa/8paia-HeoHamon02a/epada-
mepaneema/spaua obweti NPakmuku (cemeniHo2o 8paya), Cneyualucma no MeoOUyUHcKou
peabunumayuu  (8paua  no  MeOUYUHCKOU  peabunumayuu/épava  Guzudeckou U
PeadunumayuoHHOU MeOuyUHbl/8paua no ievedHol GusKyibmype/spaia-guuomepanesma uiu
op.), a maxdxce @paueli opyeux cneyuanvHocmeti nayueumam c¢ I @D, umerowum HapyuweHus
@yHKkyull coomeemcemayrowux opearnos u cucmem. Kpamnocme koncynemayuii onpeoensemcs
UHOUBUOYATILHO C Y4emoM 803pacma u msaxicecmu 3a001e8aHusl.

. PexoMeHi0BaHO manMeHTaM € KIMHUYECKUMU npuzHakamu ['OD u, npu
HEO0OXOJIUMOCTH, POJACTBEHHUKAM/3aKOHHBIM MPEICTABUTENSM MPH IUArHOCTUKE KOHCYIbTAIUs
Bpada-TeHETHKA C TPOBEICHUEM MEIMKO-TeHETHUYECKOTO KOHCYJIBTUPOBAHUS (M TPOBEICHUC
HEOOXOUMOr0 OO0CJIeIOBaHMSI TIO €ro pPEeKOMEHJANHWH) C [elNbl0 WH(OPMHUPOBAHHUS O
3a00JIeBaHNUU, Pa3bsSCHEHUS TEHETHMUYECKOTO PHCKA MPU AMATHOCTUKE M B JAIbHEWUIIEM MpH
peIIeHUH BOPOCOB JAeTOposkaeHus [39].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB - 5
o PexomenaoBaHo BceM naieHTam ¢ nojao3perueM Ha [ @O npoBeaeHne 6-TUMUHYTHOTO
TecTa X0/bObI C LIENIBIO OICHKH JBUTaTelIbHON akTuBHOCTH [20].

YpoBeHnb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJbCTB - 5

KommenTapuii: npasuna nposedenuss mecma cm. 6 Ilpunoscenuu A3.1

2.5.2 luppepenyuanvnas ouaznocmuxa

Knunuyeckue npossnenus eunogpocghamazuu neobxooumo oughghepenyuposams ¢ oOpyeumu
OUCNIA3USMU KOCIHOU MKAHU, A MAKdce ¢ DONIe3HAMU, RPOMEKAIWUMU C PAXUMOM U/UTU

OCm€0MaJl}ZI/;M€Z/7, 6 mMom ducie.

. sumamun D-oepuyummnuolii paxum,
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L4 my6yﬂ0namuu, npomexkarouwiue ¢ paxumudeCKumMu U3mMeHeHuUAMuU Kocmeil (8

nepeyio ouepeos, eunogochamemuneckuil paxum,);

. NOYEUHAs1 0CMeooucmpopusi,

. KAetOOKPAHUAIbHASL OUCHAA3USL,

. uouonamu4ecKull I06eHUIbHbLIL OCMEONOpPo3;
. HecogepuleHnblll ocmeocenes (maoa. 1).

Ilpesicoespemennoe  gvinadenue 3y608 npu  eunogocghamasuu  ouppepenyupyrom ¢
mpasmamuieckum  8vleuxom 3yoa, cunopomom Ilanution-Jlegpespa. Ilpesicoespementoe
svinaoenue 8peMeHHbIX 3y008, a MakKace panHee 8blnadenue Uy yodieHue NOCMosSHHbIX 3Y008
Modcem Obimb paHHuM (UHo20a eouncmeenHviMm) npusHakom I'@D. [Ipu smom xapakmepHo
svinadenue 3008 b6e3 kpogomeuenus. 3yovl npu I @D umerom credyowue moppomempuueckue
ocobeHHOCmU: nOAOCMb 304  YEeIUueHd, KOPHe8ble KAHAAbl PACUUPEHbl, OMMeuaemcs
eunoniasus yemenma 3yoa. Paumnss nomeps 3y608 conpogoxicoaemcs CHUNCEHUeM 6blCOmbl
anveeonapHol  Kocmu  (ocobenno  Hudichen  wemtocmu).  Ilocmosunvlie  3y0b1  yacmo

npopesvisaromces ¢ cunonaasuetl dsmanu [36, 40].

Taoauna 1.

Huddepenunanbias auarnoctuka runogpocdarazuu

Docart- HecoBepuieHHbI
3abonepanue | rypogocparasus | Paxur

Iloxa3artesn auader ocTeoreHe3
Ilenounas pocdaTaza B KpoBU ! 1 1 Hopma
[Mupumoxcans-5-pocdar B 1 ! !

Hopma
KpOBHU
®dochosrTaHoIAMUH B MOYE 1 ! ! Hopma
Kanbimii / ®ochop 1 wim HopMa ! ! Hopma
ITapaTropmoHn | nnm HOpMa i 1 Hopma
Buramun D Hopma l 1 Hopma

3. JleyeHne, BKJIKOYAS MeTUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPaNnuIo, 00e300,1uBaHNe, MeIMIUHCKUE OKA3AHUS H

NMPOTHBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

3.1 KoHncepBaTuBHOE JieYeHUE

3.1.1 IHamozenemuueckan mepanus

° PexomeH10BaHO mamueHTaM C NOATBEPXKACHHBIM JuarHo3omM ['OD npu Hanmuuu
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CKEJICTHBIX TMPOSIBICHUH H JeOI0TOM B TIEpUHATAIBHBIN IEPHOA W B JETCKOM BO3pacTe
npoBejieHue pepMEHTHON 3aMeCTUTENbHOM Tepanuu achoTtasoit anbda [10, 20; 36, 37]

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB - 4
KommenTapuii: Ha cecoouswnuti OeHb eOUHCMBEHHBIM NAMO2EHEeMUYECKUM MeMOOOM JleYeHUs.
I'OD sensemcs Onumenvuas hepmeHmuas 3aMeCmumenvbHas mepanus J1eKapCmEeHHbIM
npenapamom  acpomaszoi  anrvgha, Komopas — npedcmaegisem — coOOU  4en08eyecKull
PEKOMOUHAHMHBIN MKAHeHecneyuguuecku xumepuwiti Fc-oeka-acnapmamuulil 21UKONpomeut
wenounoti gocgamasvli. Ha pone neuenus y nayueHmos O0oCmueaemcsi NOLONCUMENbHAS
OUHAMUKA ~ NO  MAKUM  NPUSHAKAM,  KAK  YPOBHU  OUOXUMUYECKUX  CYyOCmpamos
mKaHenecneyugpuyeckou  wenroyHou  gocamasel  (Heopeanuueckoeo  nupogocama u
nupuookcanv-3 -ghocghama), munepanuzayus KOCMHOU MKAHU, CMPYKMypa Kocmeu, pocm,
MbluleyHas  cuid, NompeOHOCmb 8  KUCIOPOOHOU  Nodoepiicke,  00N1e8ol  CUHOPOM,
MONEPAHMHOCb K (DUUUECKUM HASPY3KAM.

Knunuyeckas sgpgpexmuenocmo u bezonachocms acomasvl anvbpha npooemMoHCcmpuposana 8
OMKPBIMBIX HEPAHOOMUSUPOBAHHBIX UCCIEO08AHUAX ¢ yuacmuem 69 nayuenmos (6 0CHOBHOM ¢
oemckoul u unganmunvroi popmamu I OD).

YV nayuewmos mHa one neuenus acomasoi anbpa ommeueHa  NOAONCUMETbHAL
DPEHM2eHON02UYeCcKas OUHAMUKA HA NpomsadceHuu nepevix 6 mec mepanuu (oyewku +2 —
3HaAuUmMenvHoe yayduleHue, +3 — NoaHOe UlU NOYmu NOJIHOe B80CCMAHOSIEHUe), N0 OAHHLIM
ouoncuu Kocmu KOHCMAmupo8aHa NOLONCUMENbHAL OUHAMUKA NoKazamenel MUHepatu3ayuu
KOCMHOU MKAaHU (MOAWUHA OCmeoudd, OmHouleHue obvema ocmeoudd u 00vema KOCMHOU
MKAHU U 8PEMSL 3A0ePAHCKU MUHEPATUIAYUU KOCMHOU MKAHU, VeeludeHue nokasameis pocma,
npubnudcarowe2ocs K 803pacmuou Hopme). Ilpu npumenenuu nayuenmamu acgomasvl anvgha
NPOOEMOHCIPUPOBAHA UX JIYHUUASL BbIJICUBAEMOCMb NO CPABHEHUIO C 2PYNNOU UCHOPUYECKO20
koumpons: 95 npomus 42% 6 éozpacme oonoco 2o0a, 84 npomue 27% 6 éo3pacme 5 nem
coomeemcmeenno (p < 0,0001, 6 modenu Kannana—Meiiepa). Ilo cpaenenuio ¢ epynnoi
ucmopu4ecko2o KOHmpoJs, 8 Komopotu evidxcun moavko 1 nayuenm u3z 20 (5%), nyscoarowuxcs

8 UCKYCCMBEHHOU GeHMUNAYUU Ne2KUX, 68 2pYnne, NONYUAIOWUX MePanuto U HYHCOAouWuUxcs 6
UCKYCCMBEHHOU 8eHMUNAYUYU TlecKUX, abidcunu 76% (16/21) nayuenmos.

Ha ¢one neuenus acghomasoii anvgha (1 200 u 6onee pepmenmozamecmumenvHol mepanuu) y
Ooemetl 6 gospacme om 2,5 00 7 Jem OMMeYanidact NOAONCUMENbHAL OUHAMUKA COCMOSHUS
CMOMAamono2u4yeckoeo cmamyca (mKawel NApOOOHMANLHO20 KOMNIEKCA): Ccmabuiuzayus
8peMEHHbIX 3008 ¢ NOOBUICHOCMbIO | cmenenu HecCMOMpPsS HA HAIUYUe peyeccuu OecHvl 8

obnacmu smux 3y608 [35].
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Pexomenoosannas cxema npumenenus acgpomasel anvgpa — 2 me/ke maccol meaia nOOKONHCHO 3
pasa/neod, oo 1 me/ke maccel mena nookodcHo 6 pas/ned. Obvem 6600umo2o 3a 1 unvexyuro
JIeKapCmeeHHo20 npenapama He 0oJxcen npegviwiams 1 ma. Ilpu Heobxooumocmu esedeHus
Oonbe2o 06vema 0enam HeCKOIbKO UHbEKYULL 8 pa3Hble Mecmd.

Haubonee wacmvie HedicenamenvHble A6/1eHUL — MECMHbIe PeAKYUlU, CEi3aHHble C 66€0eHUEM
npenapama, Komopule Habnooanuce y 73% nayuenmos 6 pamxkax KIUHUYeCKUX ucciedo8aHull.
Bonvwuncmso peakyuii co cmoponsl Mecma uHbeKyuu - jecKkue CamMooSpaHUYUBAouUecs u He

npusoosam k ommerne mepanuu (Ilpunodicernue A3.2).

3.1.2 Cumnmomamuueckas mepanus

o He pexomeHI0BaHO pyTHMHHOE Ha3HAYCHHME MpeENapaTroB Tpymmbl BUTaMuH D u ero
agamorn npu ['®D: ero wu30BITOK MOMKET BBI3BATh WM YCYTyOUTh THIIEPKAIBIHUEMHIO,
THIIEPKATBLIUYPUI0 U HehpokambimHo3 [20].

YpoBeHns yoeauteabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5
KommenTapuu: npenapamor epynnsi éumamutn D u eco ananoeu mozym nazuavamvcs 6 ciyuasx
noomeepocoenust e2o oeuyuma u npu peeyisapHom Kowmpoine yposts 25-OH eumamuna /] 6
KpOBU.

o PexoMenoBaHo B Havase JieueHus acpoTazoii anbdha mpruMeHEeHHEe IPenapaToB KaabIHs
JUTsL KOPPEKIMU THIOKabieMun nanueHTam ¢ [ @D, y kotopbix oHa Habmromaercs [20].
YpoBeHb yoenuTebHOCTH pekoMeHanuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapmii: cunoxanvyuemusi modxcem Habao0amscs 8 Havaie mepanuu acgpomasou anva.
. PexoMeH10BaHO COONIONICHUE IUETHI C HHU3KUM COJICpPKAaHWEM KalblUs HapsIy C
yBEJIMYEHUEM O0beMa BBIMMBAEMON JKUIKOCTH C IEJIbI0 YMEHBIIEHUS TUIEPKATIbIUYPUU
namueHTam ¢ @@, y koTopsix oHa Habmomaercs [20].

YpoBeHb yoenuTeJbHOCTH pekoMenaauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
. He pexomengoBano mnanueHtaM ¢ ['@@ HazHadeHHEe npenaparoB W3 TPYIIIbI
oudochonaToB Bo u30ekaHuEe YCYryOIeHHs THIIOMUHEepan3aiuu kocreit [20].

YpoBeHsb yoenuTebHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB - 5
Kommenrapuii: npenapamer uz epynnet  oOugoconamos asisiomcs  CuHmMmemudecKuMu
aAHANI02aMU HeOp2aHu4ecKo2o nupogocghama u ycy2yonsaom unoMuHepaIu3ayuro Kocmell.

. PexomengoBano 1pu cynoporax mnanueHraM ¢ I'®dD HazHauaTe BHYTPUBEHHO
#oupunokcuH (HadasbHas no3a 100 mr c¢ mocienyrormmM BBeaerwem 10-30 mr/kr/cyt B 3
npreMa) ¢ 1eJIbio KyMpOBaHUs TaHHOTO cocTosinus [41,42,43,44,45].

YpoBeHb yoenuTebHOCTH pekoMeHauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
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KommenTapuu: V nayuenmos ¢ I'@D oeghocghopunuposanue nupuookcanrv-5-pocghama,
Memabonuma eumamuna B6, 6 nupudoxcanvb uneubupyemcs u3-3a CHUNCEHUS AKMUBHOCMU
THLI®. [lockonvky nupudokcaib MOJicem npoxooums uepes KiemouHvle MeMOpansl, d
nUpUOOKcanb-5-gpoccham - Hem, yYeHMPAILHAS HEPBHASL cucmema ucnvimvliéaem oeuyum
sumamuna B6, umo ewvizvieaem cyodopoeu. To ecmwv, cyoopoeu npu I'@D 06vbiuHO AsIAIOMCS
sumamun B6-3asucumvimu u reuamcs #nupuooxcunom**,

Oo0Hako Hekomopvle nayuenmvl peazupyrom Ha #Hnupudoxcun™* monvko epemenHoO unu He
peazupyrom. B makxoti cumyayuu ModHcem nompebosamucs HazHayeHue
NPOMUBOINUIENMUYECKUX Nnpenapamos. B osmom cnyuae makoice credyem yuumvieams
B03MOJCHOCMb pazeumus dHyegaronamuu. B nacmosawee epems Hem OAHHBIX O MOM, MONCHO
U npekpamumv npuem #Hnupuooxcuna** nocne Havana 3amecmumenvHoOU GepmeHmHou
mepanuu [20].

. PexomengoBano mnanueHTamM ¢ @D mnpu Hamuumm OOJIEBOTO CHHIPOMA KYpCOBOE
Ha3HAYCHHE HECTEPOUHBIX MPOTUBOBOCIATUTENBHBIX U MMPOTUBOPEBMATUYECKUX MPENAPATOB .
[18, 29, 46].

YpoBeHb yoenureqbHoCTH pekoMenanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5

Taxorce no cumnmomamuueckoil u conymcmeyrouiei mepanuu cm. Illpunoscenue A3.3

3.2 Xupypruieckoe Jie4eHHe

o PexomennoBano mnanueHtam ¢ I'@®D u BbBIpaKEHHBIMH CKEJIETHBIMU Je(opMarusamMu
ONepaTUBHOE JIEYEHHE B OPTONEINYECKUX LIEHTpaxX MpU HAJUYMU MMOKAa3aHUN JJIs UX KOPPEKLUU
U OTCYTCTBHHU TpoTUBOMNOKa3anuii [20].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB - 5
KommenTapuii: moowcem nompebosamuvcs onepamusHoe ieuenue ¢ npumMeHeHuemM KOHCmpYKyuil
01 OCMeoCUHmesa Npu HAIUYUU y NAYyueHma nepeiomos, nceeoonepeiromos Uil pazeumus
JIOJICHBIX CYCMABO8 BCIEOCMBUE 3AMEOTIeHHOU/HAPYUIEHHOU KOHCONUOAYUU KOCTHBIX OMJIOMKOS.
Ilpu pazeumuu KpaHuoCcuHOCmMo3a NAYUeHmvl MOSYM HYHCOAMbCA 6 HEeUpOXUpPypeUUecKUx

onepayusx [28, 52].

3.2 HWnoe neuyenue
° PexomeH10BaHO MPOBEICHNE PECTTMPATOPHON MOAIEPIKKHU TIPU THKEION MHGAHTHIIEHOM
dbopme 'OD ¢ gpIxaTeabHON HEJOCTATOYHOCTHIO B 3aBUCHMOCTH OT KJIMHUYECKOW CHUTYyarluu
COTJIACHO COOTBETCTBYIOIIUM PEKOMEHIALUSIM B CBSI3M C MOBBINIEHHBIM PUCKOM THIOIIA3HHU

nerkux [28,60].

YpoBeHsb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB - 5
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KomMmenTapuu: mozym nompebosamuvca: HEUHBA3UBHAS UCKYCCMEEHHAS 8EHMUNAYUA Ne2KUX,
CPAP - nocmosunoe nonosxcumenvroe oasnenue 8 ovixamenbHvlx nymsx, BiPAP — 0gyx¢ghasnoe
HOCMOSHHOE NOLONCUMENbHOE 0aBleHUue 8 ObIXAMENbHbIX NYMAX, UHMYOayus u UCKyCCMEeHHAas
BEHMUNAYUSA TIe2KUX/8bICOKOUACMOMHASL UCKYCCMBEHHASl 8EHMUNAYUS JIe2KUX, DPACCMOMPEHO
npogedeHue UHAAYUOHHOU U JeKAPCMEEHHOU Mmepanuu no nogoody Ne20YHOU unepmensuu,
Hanpumep: UH2ANAMOPHOE 68€0eHUe OKCUOd d30Mmd,  IKCMPAKOPNOPANbHASL MeMOpAaAHHASA
OKCuceHayusi, NOCMAHOBKA 6pemenHol mpaxeocmomsl u Op. [28] — 6 coomeemcmeuu c
KAUHUYECKUMU PEKOMEHOAYUAMU NO JIe204UHOU 2UunepmeH3ul y oemel.

. PekomeH10BaHO paccMOTpPEeTh NPOTE3MPOBAHUE 3YOOB W/MIM YCTAHOBKY 3yOHBIX
MMIUTAHTOB [IPH OTCYTCTBUU 3y00B y maneHToB ¢ ['OD ¢ 11enpio JOCTHKEHUS 3CTETUYECKOTO U
dyHKIHOHATBHOTO AP dexToB [53].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH /10KA3aTeIbCTB - 4
KommenTapuu: yciyeu, umerowuecs 6 npukasze Munzopaea Poccuu om 13.10.2017 Ne 8041 «O6
YMBEPIHCOeHUU HOMEHKIAmYpbl MEOUYUHCKUX YCayey. npomesuposanue 3y008 NOJIHbIMU
CLeMHbIMU — NIACMUHOYHLIMU — NPOME3aMU, NpOome3uposanue  4acmuyHblMU — CbeMHbIMU
NIACMUHOYHBIMU — NPOME3AMU,  NPOME3UPOBAHUE  CLEMHLIMU — OI02ENbHLIMU — NPOMe3aMu,
BHYMPUKOCMHAS OeHMATIbHAS UMNIAHMAYUSL.

Heobxooum maxoce yxo0 3a 3y6amu. Pannee obOyueHnue cmpozcou eucueHe noiocmu pma

HeoOX00uMo OJisl NPeOOMEPAWEHUS UTU 3aMedNeHuUs. pazsumus napooonmuma [54]

4. MeguuMHCKAasi peadMIMTAIIUSA M CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIUIUHCKNE MOKA3AHUA ¥ MPOTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
peadMIUTAIMM, B TOM YHCJIe OCHOBAHHBIX HA MCI0JIb30BAHUM MPUPOJIHBIX

JedeOHbIX GaKkTOpPOB

. PexomengoBano mnamuentram ¢ ['OD mnpoeaeHue QunoTepanuu W JIe4COHOU
(UBKYIBTYpBI, HANpPABJICHHBIX HAa HOPMAJU3AIMIO MBIIIEYHOTO TOHYCa U YKpeIIeHUE
MBIIIIEYHOTO KapKaca, ¢ LeIbl0 MUHUMHU3ALMU PUCKA MEPETIOMOB U TMOBBIIIEHUS (DU3HUECKON
AKTUBHOCTH TAIMEHTOB, yIYUIICHUS aJanTaiuy B OOIIECTBE U MOBBIIMICHUS KAUeCTBA UX KU3HU
[58, 59]

YpoBeHnb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB - 5
KommenTapuii: Memoouku 00ndicHbl 8b10upamovcsi UHOUBUOVATILHO, CORNACHO 803MONCHOCHAM
nayueHma, Kak 603pACMHbIM, MAK U QYHKYUOHANbHLIM. Takoce O0NHCHbI 8blOUPAMbCA
NPOBOOUMbLE MEPONPUAMUA MAKUM 00pazom ymobbl nayueHm/3aKkoHHble npeocmasumenu
COXPAHANU NPUBEPIHCEHHOCTb K HUM.

yl’lpa[)fCHeHuﬂ 6 600e obecneuusarom YMeEpPEHHOe conpomueileHue 6 YCIlO6UAX NOHUINCEHHOU
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epasumayuu, 4mo Ccnocoocmeyem YKpenieHur) Mulully, MUHUMUSUPYS O0Tb U CHUNCAS PUCK
nepenomos.

Cnedyem uzbecamv KOHMAKMHBIX U008 CNOPMA UAU OPY2UX AKMUBHOCMEU C 803MONCHLIMU
PUCKAMU MPABMAMUZAYULU.

Ipvioicku u noockoxku ciredyem peKoMeHO08amb MONbKO NO PEUeHUr0 8payd HA OCHOBAHUU
COCMOANUSL KOCMHOU MKAHU.

Boszmoorcno npumenenue opmoneouyeckux yempoucme 0Jis Koppekyuu oepopmayuti u KOCMHbIX
nHapyuenutl (no nokazanusim).

Peabunumayuonnvie xypcol (maccaxc meouyunckutl, nedeOHas Gu3Ky1bmypa, nocycmaHdas
CUMHACMUKA, NO308451 KOPPeKyus, 2uoponpoyeoypsl, HCUXOL020—Ne0d202UtecKds NoMouyb)
JAHCENAMENbHO NPOBOOUMb 8 YCIIOBUSAX OHEBHO20 CIAYUOHApa ¢ yacmomoti 3-4 paza 6 200.
Meouyuncxuii (neuebnwlil) maccaic — 3mo Memoo aedenuss u nPoPUIAKMUKU, NPeOCmasIaouull
C000ll COBOKYNHOCHb NPUEMOE O03UPOBAHHO20 MEXAHUYECKO20 B030€UCmEUsl HA PA3IUYHbLE
VUACMKU NOBEPXHOCMU Meld NayueHma, npou3eooumvle pykamu maccaxcucma. Maccaic
yeunueaem 0OMeHHble Npoyeccvl 8 Kodice, nosviulaem mvluieunviti monyc. Maccasc credyem
HAYUHAMb C NO2NLANCUBAHUSL, Odlee NEPEX00sim K PAZMUHAHUIO Mbluy. B mecmax 3navumenvnozo
CHUDICEHUsL NJIOMHOCMU KOcmell 6blnoiHsemcs eubpayus. Maccasc npogooumcs Kypcamu
exceonesHo unu yepes oeHv. Kypc neuenus — om 10 0o 25 npoyedyp ¢ nepepwvisamu om 10 oneu
00 2 mecayes.

Jleuebnas uskyremypa - >mo cucmema NPUMEHEHUs CAMBIX PA3HOOOPA3HLIX CPeoCcms
@Pu3KyIEMYpYL 8 Yensax npoguiakmuru, revenus u peadburumayuu. OHa OONICHA BKIIOYUAMb KAK
EMHCEOHEBHYI0  2UCUCHUYECKVIO SUMHACMUKY  (3apsadKy), maxk u Jjed4eOHyl0  SUMHACHMUKY.
Cocmasnsarom uUHOUBUOYANLHYIO NPOSPAMMY YAPANCHEHUL, KOMOpble MAKH#Ce BbINOIHAIOMCA
Kypcamu [56].

Obs3amenbHo BKIOUEHUE 8 KOMNJIEKCHYIO NPOSPAMMY peadourumayuu pabomy ¢ MeOUuyuHCcKuM
NCUXO020M KAK CAMUM NAYUEHMAaM, max u 4ieHam ux cemei. Ilockonbky 3a60ne8anue HOCUM
npocpeccupyiowuil - xapakmep, HeobXo0umMo NOMOYb  NAYUEHMY  «NPUHSMbY»  OUACHO3,
adanmuposams €20 K JHCUZHU, OaMb BO3MONCHOCMb MAKCUMATIbHO —pPeanu308ams e20
CNOCOOHOCMU K O0OYYeHUI0 U CAMOCMOSAMENbHOU JHCUSHU 6 OdibHeuuweM. Beudy uacmoi
COYEeMAaHHOU HeBPONIOSUYECKOU NAMON02UY, MAKICe HeoOX00UMO npoedeHue 3aHAmull C
MEOUYUHCKUM NCUXONO2OM C UYelbl0 KOPPEeKYUU BO3MONCHO20 KOSHUMUBHO20 Oeduyuma y
nayuenmos. Takoce 6aNiCHO 6KIOUEHUe 3AHAMUL C J1020Ne00M Ol NPeOynpextcoeHus u
Koppexyuu peyesvlx HapyuieHui. Cucmema KOppeKYUoHHO-1020ne0UdeckKou pabomsl ¢ Oemvmu
npeoycmMampusaem panHee HAYAN0 OHMO2EHeMUUeCKU NOCIe008AMeNbHO20 1020NeOU4ecKo2o

6030eliCm8uUsl, ONUParwe2o0cs Ha COXpanusvlie QyHKyuu. B ocHose KoppeKyYuoHHbIX Meponpusmuil
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Jledcum nPUHYUN 08U2amelbHo-Kuhecmemuieckou cmumyasayuu [57].

5. llpoduiaakTuka U JUCNaHCEPHOEe HADJIIOAeHUEe, MEeIUIIMHCKHE MOKA3aHUS U
NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

5.1 lHpodunaxmuka

° PexoMeH10BaHO OCpEMEHHBIM J>KCHIMHAM YIIbTPAa3BYKOBOE HCCIEAOBaHUE ILIOJA C
nenpto paHHed auarHoctku ['®D, npuHATHS pelIeHHs O AaJbHEWIECH TAKTUKE BEACHUSA
OEpEeMEHHOCTH, POJOPA3PEIICHUS, PAHHETO TEPANEeBTUUYECKOr0 BMEIIATEIbCTBA U YIyUIICHUS
nporno3a [20].
YpoBeHns yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5
KoMmMmenTapuii: ucciedosanue nposooumcs 8 pamkax CKpuHumea OepemeHHblX, Nnpu HAIuvuu
noKazaunull — yawje, KpamHoCmo UCCAe008AHUSL ONPedensiemcs UHOUBUOYANbHO.
Ilpu nposedenuu yrpbmpazeyKko8020 UCCIE0068aHUA Y OEPEMEHHbIX HCEHWUH BO3MONCHO
svisgneHue ciyyaes nepunamanvuoi gopmol I'@D. Co 2-20 mpumecmpa bepemennocmu Ha Y31
Mo2ym Obimb 8bIsGIeHbL XAPAKMEPHbLEe NPUSHAKIL:

O  U3MeHeHUs CO CMOPOHbL CKelema (yKopoueHue, UCMOHYeHue pebdep; YKopoueHue,

deopmayuu Koneunocmetr);

O BHYMPUYMPOOHAS 3A0epPIAHCKA POCMA;

O CHUICEHUE IXO2EHHOCMU Kocmell,

O  MAKUU «MeMOPAHO3HBILY Yepen, OMUemIuso onpeoesiemMvlii cepn Mo3ed,

O  MHO020800Ue

o PexoMeHI0BAaHO MEINKO-TCHETUYECKOE KOHCYJIIBTHPOBAHHE CEMBbH C OTSTOIICHHBIM
aHamHe30M 110 ['OD (poautensM, OJIU3KUM POJACTBEHHHKAM) MTPH TUTAHUPOBAHUH OCPEMEHHOCTH
C IeNnpl0 MPOrHO3a IOTOMCTBA, pa3bICHEHUS TEHETHYECKOTrO0 pHCKAa M BO3MOXKHOCTEH
npeHatanbHON quarHoctuku [20].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH A0KA3aTEIbCTB - 5
KoMMeHTapuM: 6 cembsax ¢ omacoujeHHbiM AHAMHE30M 803MOICHO NPOBeoeHUue NPeHamalbHoll
ouaznocmuxu I' @D - monekynsiprho-eenemuveckas ouasHocmuxa (nouck mymayuti ¢ eene ALPL)
npu YCro8ulU U38ECHO20 2eHOMUNA NPooaHoq).

. He pexomengoBano manueHtam ¢ ['@P npoBOAWTH BaKLUMHALMIO B JI€Hb HUHBEKIIUU
acdoTasbl anbda ¢ 1eTbI0 TOYHOM OIICHKH peakinii Ha JieueOHbli penapat/Bakiuny [18].

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEJbCTB - 5
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Kommentapun: '@ ne sgnsemcs npomuonokazaHuem K Rpo8edeHuio npopuiaKmuieckux
NPUBUBOK.

Ilpu HeobX0O0UMOCMU 8aKYUHAYUU Y NAYUEHMOB HA eNCeOHesHOl mepanuu acghomazoul arvgha —
credyem nponycmumos OeHb 86€OeHUs IeKapCmeenHo20 npenapamd. [JaHnas pekomeHOayusl

OCHOBAHA HA KIUHUYECKOM onvslme 00061/1/;66’1’]’[661 oKcnepmos.

5.2 /lucnancepnoe navawoenue

) PexomennoBano Bcem mamueHTamM C ['®D mpoBeaeHue o06mero (KIMHAYECKOTO)
aHaJM3a KPOBHU Pa3BEPHYTOTrO C IIEIbI0 KOHTPOIIS Ha (hoHe Tepanuu acoTasoit anbda [18].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH A0KA3aTEIbCTB - 5
KommenTapuii: kpamnocmo ucciedosanus onpeoensiemcs uHOUBUOYAIbHO, 8 cpedHem, 1 paz 6
200. Ilayuenmam, nonyuarowum acgpomasy anvgha - coenacto cxeme (Ilpunosicenue A3.4)

° PexomengoBano BceM nanueHTam C ['OD onpeneneHue akTUBHOCTH IETOYHOH
docdara3sl B KpOBH KaK OCHOBHOTI'O JHUArHOCTUYECKOTO OMOXMMHYECKOTO MapKepa C IENbIo
oleHKH P pexTuBHOCTH Teparuu [20].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB - 5
KommenTapmii: uccredosanue npogooumcsa o08ykpamuo ¢ ummepsaiom 1 Hedersa npu
nocmanogke ouazHosza u oanee 1 paz 6 6 mecayes NIAHOB0, 8 Ciyude HA4aNd QepMeHmHOU

3amecmumenvbHol mepanuu — kadxcovie 3 mecaya (Ilpunoscenue A3.4).

. PexomenaoBaHo nccie0oBaHUE YPOBHS OOIEro M MOHU3MPOBAHHOTO KallbLUs B KPOBHU
BceM nanuentam ¢ ['OD c 11enbio OleHKH KanbireBoro oomeHa [18].

YpoBeHb yoeauTebHOCTH pekoMeH1auuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapuu: kpamnocmo ucciedosanus onpeoensiemcs UHOUSUOYAIbHO, 8 cpedHem, 1 paz 6
6 mecsyes.

o PexoMeH10BaHO WCCIIEIOBaHWE YpPOBHS HeopraHmueckoro ¢ochopa B  KpOBH,
Uccnenosanue yposHs 25-OH Butamuna /| B KpoBH, MapaTUPEOUIHOTO TOPMOHA B KPOBH BCEM
namuenTam ¢ OO st onenku kanbuuii-pocpoproro oomena. [20,18].

YpoBeHb yoenuTeJbHOCTH pekoMeH1auuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapuu: kpamnocmo ucciedosanus onpeoensiemcs uHOUSUOYAIbHO, 8 cpedHem, 1 paz 6
6 mecayes (Ilpunosicenue A3.4).

o PexomennoBano VccienoBanue ypoBHSI KpeaTHHHHA B KpOBH, VcciiemoBaHue ypOBHS
MOYEBHHBI B KPOBH (BCEM TalMEHTaM C KIMHUYECKMMHU Tpu3HakamMu [ @D c 1enpio OIeHKH
(YHKLIMU T0YEK), COOTHOIICHUS KaJbIMI/KpeaTHHUH (BCEM MAaIeHTaM C KIWHUYECKUMHU

IMpU3HaAKaMH I'®D ¢ uensro CBOCBpeMCHOﬁ JNarHoCTHUKHU HC(I)pOKaHBI_[I/IHOSa), OIIPCACIICHUC
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CKOPOCTH KITyOOUKOBOH (prtbTpaniuu (B3pocCiibiM marnueHTam ¢ ['@D ¢ 1enpio oneHku QyHKIuu
nouek) [18].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii —C, ypoBeHb I0CTOBEPHOCTH 10KA3aTEJbCTB — 5
KommenTapuu: uacmoma onpedensemcs unousudyanrvro. Ilayuenmam, nonyuarowum
acpomasy anvgha — no cxeme (Ilpunosicenue A3.4)

o PexomenaoBaHo ormpejeneHe aKTUBHOCTH acmapTaTaMUHOTpaHcdepa3bl B KpPOBH,
OmnpeneneHre axkTHBHOCTH aJlaHMHAMUHOTpaHc(epa3sl B KpoBH, VcciemoBaHue ypoBHS
CBOOOIHOTO U CBS3aHHOTO OMIIMPYOWHA B KPOBU BCEM MAIIUEHTAM C KIIMHUYECKUMHU IPU3HAKAMHU
rod [18].

YpoBeHb yoeauTeJabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB — 5
KommenTapum: uccrnedosanue npogooumcs 6cem nayuenmam npu OudeHocmuke, oaiee — npu
OUCNAHCEPHOM HAOIO0eHUU — NAYUEHMAM, NOJYYawum acghomasy aib@a.

. PexomeH10BaHO uCCIENOBAaHHE YPOBHS KalbliMsl B MOue BceM manueHtam ¢ ['OD ¢
EeJIbI0 UCKITFOUCHHUS TUTIepKanbimypun [18].

YpoBeHb yoenuteqabHOCTH pekoMenanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5

KomMmenTapuu: xpamnocms ucciedosanus onpeoensemcs uHOUSUOYAIbHO, 8 cpedHem, 1 paz 6
6 mecayes (006s3amenbHO NPU HATUYUU SUNEPKATbYUEMUU U/UTU NPUSHAKOE HePOKATbYUHO3A).
Honyuarowum acghoma3sy anvgpa — no cxeme (Ilpunosicenue A3.4).

. PexomennoBana BceM mnauueHTaM ¢ ['®D penrreHorpapus MOpaKEHHOW YaCTH
KOCTHOTO CKeJeTa (peHTreHorpaguu yepena, pyIHON KIETKH, JUIMHHBIX TpyO4yaThIX KOCTEH
BEPXHUX M HIDKHUX KOHEYHOCTEH, BKIIFOYAsh KOCTH KWUCTH, KOJICHHBIH CYCTaB, JIy4e3aIsiCTHBIN
CYCTaB H JIp.) C IeJbI0 BCECTOPOHHEH OIEHKU COCTOSIHMSI KOCTHO# Tkanu [20].

YpoBeHsb yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB - 5
KommenTapuu: Xapakmepnvie penmeenocpagpuyeckue usmeHenuss KOCMHOU MKAHU GKIIOYAIOM
degpopmayuu u yKopoueHue mpybuamvix Kocmell, OCMeOoXOHOPAIbHble 6blpOCHbl ONUHHBIX
mpybuameix Kocmeu — wnopel boyonepa. Mookcno eviseums pacuupeHue 30H pocmad,
HEPABHOMEPHOCMb  30HbI  BPDEMEHHOU  Kanbyuuxkayuu u pacuupeHue memagusos ¢
yepedosanuem yuacmKo8 0Ccmeonopo3a u ocmeockieposa. Tax Hasvieaemvle «A3bIKU NAAMEHU»
UnU npoceemieHus, Komopvle NpOeyupylomcs Om 30H pocma 6 Ouagusvl, OMAULAIOM
eunogochamaszuro om paxuma w/unu memaguzaproi ocmeooucniazuu. Kocmuwiii 6o3pacm, kax
npasuno, omcmaem om  nacnopmuozo. Ilpu  uccredosanuu  uepena - uIAGNAIOM
CUNOMUHEPATUAYUIO KOCIHOU MKAHU (MEeMOPAHO3HBII Yepen), KPAHUOCUHOCMO3bl U CUMNIMOM
«NATbYEsbIX 80ABNEHULY - XAPAKMEPHDBIN NPUSHAK, HAOII00AeMblll HA DEeHmM2eHOZPAMMAX Npu

noevluieHuu e6HympuiepenHoco oasnenus. Y 63POCNbIX NAYUEHMOE MO2Yym  BblABJIANIbCA
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XOHOPOKANbYUHO3,  Ncegoonepelomvl U ncesdonooazpa.  Kpamuocms — uccnedosanuil
onpeoensiemcs UHOUBUOYAIbHO, 8 cpednem, 1 pas 6 200 (I[Ipunosicenue A3.4).

o PexomeH10BaHO TpPOBEACHUE PEHTICHOJACHCUTOMETPUU U OLEHKH MHHEpAIbHON
IUIOTHOCTH KOCTHOM TKaHU BceM manueHTam ¢ @D ¢ 5-tu nernero Bo3pacra [20].

YpoBeHb yoeauTeJabHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH I0KA3aTeJbCTB — 5
KommenTapuii: xpamnocmov uccieoosanusi onpeoensemcs unousudyaivho. Illomyuarowum
acgpoma3sy anvgha — (IIpunosicenue A3.4).

o PexomeH10BaHo MTpOBe/ICHUE YIbTPA3BYKOBOT'O UCCIICOBAHMSI IOYEK BCEM MAIlEHTaM C
['®D ¢ nenwio BoisgBiIcHHS HehpokanbinHo3a [18, 20].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5
KommenTapwuii: kpamnocmo ucciedosanus onpeoensiemcs uHOUSUOYAIbHO, 8 cpeOnem, 1 pas 6
200.

. PexomengoBana osnektpodHnedamorpapus mamueHtraM ¢ OO npu  HaATMYUU
HEBPOJIOTHYECKON CHMITOMATHKH C IICJIBIO BBISBJICHHS SIHJICITUYCCKON akTUBHOCTH [27, 28]
YpoBeHns yoeauTeabHOCTH pekoMenaanuii — C, ypoBeHb JOCTOBEPHOCTH A0KA3aTeIbCTB - 5
Kommenmapuu: npoBOOSIMCs 8 m.u., AMIIUOYOHO-UHMESPUPOBAHHAS
anekmposnyeganrocpagus, snyepanocpagus ¢ 8UOCOMOHUMOPUHLOM

Kpamnocms uccrnedosanus onpedensiemes uHousuoyaivbHo He pedxce 1 paza 6 200.

. PexomengoBana HeilipocoHorpagusi W/WMiAM KOMIBIOTEpHass ToMorpagus W/MiIu
MarHUTHO-PE30HAHCHasT TOMOTpadusi TOJOBHOTO MO3Ta MpU HamMuuu y marnueHta ¢ ['OD
KPAaHHOCHHOCTO3a, HEBPOJOTMUYECKON CHMITOMATUKH C IENbl0 JUAaTHOCTUKH MAaTOJOTUU
YeperHbIX IIBOB, MPOTPECCUPYIOIINX U3MEHEHHI Oeoro BemecTBa mosra [11, 28, 30 ,32].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB - 5
KommenTapuii: npu 603HuUKHOG8eHUU NOOO3PEHUNl HA HAlUuue y NAYUeHma HNOBbIULEHHO20
BHYMPUYEPENHO20 O0aGIeHUs 1eNecoo0pasHsvl 6bINOJIHEHUe 100020 O0OCMYNHO20 Memooa
HeUuposu3yanu3ayuu, a makice KOHCyIibmayus epava-reupoxupypea. /o Hacmoswe2o MomeHma
«30/10MbIM ~ CIMAHOAPMOM» 6  OUACHOCMUKE NOPANCEHUll  YepenHblX WB08  AGNAemcs
KomnvlomepHas momoepagus. OHna no3eonsiem He MONbKO MOYHO — BepUdUYUposams
NOPAJICEHHbIL U068, HO U OYEeHUmb Opyaue NPUSHAKU GopMupyiowelics KpaHuoyepeopaibHou
oucnponopyuu  (UCmoHYeHue  KOocmell — uepend, PUCYHOK  «NATbYeBblX  B0AGNEHULLY).
Hnpopmamusnvim npu  GbINOIHEHUU KOMNLIOMEPHOU MOMOSpApuUU  A6TIAEMCs  BblAGleHUe
Kanbyuguxayuu y4acmko8 meepooll M032080U 000I0YKU, YMO MAKHCe NAMOSHOMOHUYHO O
I'PD. CywecmseHHbIM MUHYCOM PEHM2EHONI02UYECKUX MemOo008 OUACHOCTUKU AGIAEMCS
ayueeas Haepyska. C yenvio ee yMeHbUIEHUs NAYUEHMAM PAHHE20 603PACMA B03MONCHO

8bINONIHEHUE HelpocoHocpaguu ¢ euzyanuzayuell YepenHulx weos u onpeoeieHuem ouacmasa
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Mmedncoy kocmamu yepena. Ilpu He8o3MOM*CHOCMU U3VATUZAYUU YEPENHO20 WA TUDO BblsAEIeHUU
3HAUUMENLHOU  ACUMMEMPUU  MeNCOy NAPHLIMU WEAMU PEKOMEHO08AHA KOHCYIbMAayusl
Hetpoxupypea. Haumenee uHpopmamusHvim npu KC Memooom
HeUuposu3yanu3ayuu A61Aemcs Ma2HUMHO-pPEe30HAHCHASL MOMOo2paghusi, Komopas He HO360Jisem
8bIAGUMb  NOPAICEHHBIL W08, HO C NOMOWDBIO KOMOPOU MOJNCHO OYEHUMsb NON0JHCEHUE
MUHOANUKOB MO3HCEUKA OMHOCUMENbHO DONbULO20 3AMBLIOYHO20 OMBEPCMUs, CONYMCMEYIouUe
HapyuleHus 1UKEOPOOUHAMUKY, 0eopMayuIo TUKEOPOCOOEPHCAUUX NPOCMPAHCME (HCeyO0UKU
Mo32a, YucCmepHvl OCHOBAHUA Yepena u cybapaxnouoaivHvle npocmpancmaa). Hemanosasicnvim
Kpumepuem OYeHKU KIUHULECKO20 COCMOSHUS NAYUeHMA S6/5emcsl HellpooghmanbmMonrocuyecKull
cmamyc — 6blAGleHue omeka Oucka 3pumenvHo2o Hepeda. Kpammocmv ucciredosanus
onpeoensiemcs UHOUBUOYAIbHO He pexce 1 paza 6 24 mecaya, HapKo3 - NO NOKA3AHUSIM.

o PexomennoBano onpenencHue ¢GyHkuud BHemHero abixaHusi  (MccimemoBanue
HECIPOBOIIMPOBAHHBIX  JIBIXaTENbHBIX OOBEMOB U TIOTOKOB, TpU HEOOXOAMMOCTH -
HccnenoBanue NbIXaTelbHBIX OOBEMOB C MPUMEHEHHEM JIEKAPCTBEHHBIX IIpEraparoB)
naiueHTam ¢ '@ crapuie 5 jeT Opu OTCYTCTBHM MPOTUBOMOKA3aHUI C IIEJIbIO OICHKU
byukuuu apixatensHon cucremsl [20, 33, 34]

YpoBeHnsb yoeauTeabHOCTH pekoMeHaanunii — C, ypoBeHb JOCTOBEPHOCTH A0Ka3aTeJIbCTB - 5
KomMmenTapuu: uccredosanue ciedyem npogooums 6 3a8UCUMOCIU OM NOKA3AHULL, 8 CPEOHEM,
1 pa3z 6 200. Bo3zmoowcno nposedenue nyibcokcumempuu.

. PexomennoBano Bcem mnamnueHtam ¢ ['®® mpu cromMarosorudyeckoMm oOCiIeA0BaHUH
IIPOBEJCHNE KOHYCHO-JIy4eBOM TOMOrpauu WM [aHOPaMHON Tomorpaduu democTei
(Kommnbrotepnass Ttomorpadust uentocTHO-nuueBod obnactu, [laHopamHas peHTreHorpadus
BepxHeil uemtoctu, [laHopamHas peHTreHorpadus HuwxkHed yemtoctd, OpTomaHToMorpadus,
CrniupanbHas KOMIBbIOTEpHas OpTOMAaHTOMOTpadus) A OLEHKH MHUHEPATbHOW IUIOTHOCTH U
CHIDKEHHS YPOBHSI aibBeostsipHOi KocTu [20]

YpoBeHns yoeauteabHoCTH pekoMeHaAanuii — C, ypoBeHb J0CTOBEPHOCTH A0Ka3aTeIbCTB - 5
KommenTapmii: kpamnocmo ucciedosanutl onpeoensemcsi UHOUSUOYAIbHO, 6 cpedneM, 1 pasz 6
200.

. PexomennoBano netsim rpyaHoro Bo3pacta ¢ ['@®d, He oTBedaromuM Ha (HEPMEHTHYIO
3aMECTHUTENIbHYIO Tepanuio B TeueHue 3-6 MecsieB (Win y Aeteil crapiie 6-9 mecsleB) Win y
JIeTeN C PEeIUINBOM KaI00/CHIKEHHON MHUHEpAU3aIieil KOCTeH JTOMOTHUTEIIBHOE POBEICHNE
peHTreHoTrpaduy MOPAKEHHON YacTH CKeJeTa, W JJAOOpaTOPHBIX MCCIIEOBaHMMA (OIpeaesieHne
AaKTUBHOCTH ILEJIOYHOM QocdaTa3sl B KpPOBH, YPOBEHb HHUPHUAOKCANb-5-hocdara B KpOBH,
UCCIIE/IOBaHUE YPOBHS MAapaTHPEOUHOTO TOPMOHA B KPOBH, MCCIIEOBAaHHE YPOBHS OOILEro U

WOHU3MPOBAHHOTO KaJblUsI B KPOBH, HCCIEIOBaHUE YPOBHS HeopraHmdeckoro ¢ocdopa B
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KpoBH, HccienaoBanue ypoBHs 25-OH Butamuua [l B KpOBH, HMCCIIEIOBAHUS YPOBHSI MarHus B
KPOBH, OTHOIICHUE KaJIbIUs/KpeaTuHiHA B Moye) [18].

YpoBeHb yoenuTebHOCTH pekoMeHaanmii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5
. PexoMennoBano BeneHue nauueHToB ¢ ['OD MynbTUAMCHUIIIMHAPDHOW KOMaHIOU
CIIEIUATICTOB C IIEJIbI0 OKa3aHUs KAYeCTBCHHOM MeuIMHCKoN momornu [20]

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJbCTB - 5
KommeHnTapuii: 6 6udy moeo, umo 3abonesanue Xxapaxmepuzyemcs NOPAdCEHUeM MHOUX
opeanos u cucmem, mpeOyem KOMNJIEKCHOU mepanuu, uYmo OuKmyem HeoOX00UMOCmb
COBMECMHO20 8e0eHUsl Nayuenma Cneyuaiucmam pasHolx npoguietl, noKa3amsvl nepeuiHslie U
HOBMOPHbIE KOHCYIbMAYUU 6paia-ceHemuKd, 8paia-Hesponozd, epaia-Hetupoxupypea, 8payd-
9HOOKPUHON02d, 8pPAYA-0emCKO20 IHOOKPUHONO02A, 6paAya-mpasmamono2a-opmoneod, 6payd-
cmomamonoea, 8paia-He@ponoza, 6paua-nyIbMOHON02d, 8pPAYA-OMOPUHONAPUHL0I02A/8paAYaA-
CypO0J102a-0MOPUHONAPUH0I024, épaua-oghmanvmonoza, 8paua-neouampa/spaya-
HeoHamoJlo2a/epada-mepanesma/epava oobwell npakmuxku (ceMmeltiHo20 6padya), 8payd no
MeOUYuHCcKol peadbunumayuu/8pava uzuyeckol U peabuIumayuoHHoOu MeOuyuHsvl, a makxaice
epaueti Opyaux cneyuanvHocmeti nayuenmam ¢ 1'@PD, umerowum HapyweHus QyHKYUL
coomeemcmeylowux —opeanoé u cucmem. Kpamnocmev xoncynomayuti  onpeodensemcs
UHOUBUOYATILHO C Y4emoM 803pacma u msaxicecmu 3a001e8aHusl.

Ilpumeuanue: epau odwell Npakxmuku (cemetinbvlil 8pai) ¢ OMHOUEHUU NAYUEHMO8 0emCKO20
803pacma OO0JHCeH UL HA NEPEUYHOM dMAne OCyuecmsums Mapupymusayuro (Hanpaeienue)
K 8pauy-neouampy, oCyuwjeCmeisims oKazanue MeOUyuHCcKoU noMouwju 0emsm 6 amoyiamopHuix
VCIOBUAX NO OCMPLIM  3a0071e8aHUAMY» / «OKA3aHUe MEeOUYUHCKOU NOMOwU Oemsim 8
AMOYIAMOPHBIX YCI08UAX NO OCMPLIM 3A00]Ie8AHUAM, OUCNAHCEPHOe HabaooeHue 3a oemomu [
2004 HCU3HU U OembMU C XPOHUYECKUMU 3a00Ne8aAHUAMUY, NPU BO3HUKHOBEHUU NOMPEeOHOCMU —
oKazamo MEOUYUHCKYIO NOMOWbL 6 HEOMIONCHOU U IKCMPEHHOU opmax 6 YCloeusax
omcymcmeus 8pava-neouampad 8 nepeutHom 38eHe (Ha smane nepesutHoOu MeouKo-canumapHou
MeOUYUHCKOU NOMOWLL)

o PexomengoBano BceM nainuentam ¢ [' @D npoBeneHne 6-TUMUHYTHOTO T€CTa XOAbOBI C
IENIBIO OIICHKHU JBHTATeIbHON akTBHOCTH [20].

YpoBeHnb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTEJIbCTB - 5
KommenTapuii: kpamnocmo ucciedosarnus onpeoensemcs uHOUSUOYAIbHO, 8 CPDEOHEM, He pedice
1 pasa 6 200. [Ipasuna npogedenus mecma cm. 8 Ilpunoscenuu A3.4

. PekomennoBan mnamuentam ¢ ['@® ¢ nOposBIEHUSAMH TacTPOIHTEPOJIOTMYECKHUX
HApYIICHUH MOHHUTOPUHT TracTtpod3odareanbHOrO pedirokca ¢ Leldbl0  MPOPUIAKTHKI

acrupanroHHo# mHeBMonuu [18, 20].
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YpoBeHb yoeauTeJabHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 5
KommenTapuu: nposooumca 6 coomeemcmeuu ¢ KIUHUYECKUMU PEKOMEHOAYUAMU O
2acmpoazogazeanvHoll pe@uoKcHOU bone3Hu

6. Opranusanus oka3aHusi MeIUIMHCKOMN MOMOIIH
[Manmentam ¢ ' @D, B 3aBUCUMOCTH OT HEOOXOAUMOCTH, MOXKET OBITH OKa3aHa MEIUIIMHCKAS
MTOMOIIIb JIF000TO BUAQ, YCIOBHS, (GOPMBI, IPETYCMOTPEHHBIX 3aKOHOAATEILCTBOM Poccuiickoit
denepanuu.
Benennem mnanuentoB ¢ ['@® o00bYHO 3aHWMMAeTcs Bpau-TieuaTp/Bpad-TepaneBT/Bpay-
TPaBMAaTOJIOT-OPTOMEA/Bpau-3HI0OKPHHOIIOT/Bpad-AeTCKUI SHIOKPUHOJIOT/Bpad-HEe(PpOIIOoT.
Yare rocrnutanu3amus OCyIIeCTBIISIETCS B IMEIUATPUUCCKOE/TEPANICBTUIECKOE OTICIICHUE WA B
XUPYPrU4ecKoe/TpaBMaToOJIOr0-OpTONEAUYECKOE  OTIEJCHHE,  TaKXkKe  JICUCHHE  MOXKET
MPOBOJUTBCS B DHIAOKPHUHOJOTMYECKOM,  HE(MPOJOTrHYECKOM,  IMYJIbMOHOJOTUYECKOM,
HEBPOJIOTHYECKOM H JIp. B 3aBUCUMOCTH OT JOMUHHUPYIOUTUX CUMITOMOB 3200JI€BaHMUSI.
[IpumepHOE KOIMYECTBO JHEW HAXOXKJIEHHUS B KPYIJIOCyTOYHOM cTamnuoHape — 10-14 nueii, B
JITHEBHOM CTallMOHape — TMpPHU OKa3aHWM I[UIAHOBOW MEAUIIMHCKOM momonu S-7 JHeu
(MHAMBUAYATBHO — B 3aBUCUMOCTH OT HEOOXOJIMMOCTH ).
ITpu npoBeneHun (EPMEHTHON 3aMECTUTENIBHON Tepalnuy Hayalo Tepanud PEKOMEHIOBAHO
MPOBOJIUTH B CTAllMOHAPE C JATBHEHIINM MEPEBOIOM Ha aMOyIaTOPHO-TIOTUKIMHUYECKUM JTall
C TMHAMHUYECKUM HaOJII0JICHHEM BPadoM-TIeIMaTpOM/BPadoM-TEPaieBTOM.
[ToBTOpHAs rocnUTaIM3alMsl B CTAlMOHAP OCYIIECTBIISIETCS JJI1 KOHTPOJISI IMHAMUKH TEpaIluu,
1no00uHbIX 3(hPeKTOB Tepanuu, JiedeOHON (U3KYIbTYpHI, (PU3NOTEpANIM, KOHTPOJS COCTOSTHUS
KOCTHOM TKaHU U JPYTHX OPTaHOB U CUCTEM.
[InanoBas BakuuHauus y nauueHtoB ¢ ['@® npoBogutcs B cooTBeTcTBUM ¢ HammoHanbHbIM
KaJeHAapeM MPOPUIAKTHUECKUX TMPUBUBOK.
Heob6xomuMbie OCMOTpPBI  Bpayel-CHENUaInuCcToOB, JabopaTOpHbIE W HHCTPYMEHTAJIbHBIE
oOcreoBaHusl M PEKOMEHJyeMasi 4acToTa WX TPOBEJEHUS TMPEJACTaBlIeHa B pazzene 5.2 u

[Tpunoxxennn A3.4.

6.1 Iloxa3zanus AJs IJIAHOBOM IOCIUTAJIN3AINH
1. MMPOBCACHUC JUAIrHOCTHUKHU U JICHCHUA, Tpe6y}onme MpOAOJIKUTCIIBHOTO (,Z[HGBHOC
UM  KPYIIJIOCYTOYHOC HpeGBIBaHI/IC) MEAUIINHCKOI'O Ha6JIIO,Z[CHI/ISI U MOHUTOpPHUHIA
KJIIMHUKO-JTA00paTOPHBIX MMOKa3aTeseil;
2. H€06XOJII/IMOCTI) HpOBe,Z[eHI/If{ paSJ'II/I'-IHI)IX BUI0OB aKcneme NIIn O6CJ'I€HOBaHI/I$I B
MCHHHHHCKOﬁ OopraHu3alv IPpU HCBO3MOXHOCTU IIPOBCACHHUA HUX B aMGYJ'IaTOpHLIX
YCIIOBUAX (B TOM YUCJIC O(I)OpMJICHI/Ie 3aKJIIFOUYCHUS (I)C,Z[CpaHBHOTO

KOHCHJINyMa/BpauyeOHON KOMHCCHH);
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3. COCTOsIHUE, TpeOylollee aKTUBHOTO JICYEHUS U KPYIJIOCYTOYHOTO MEAMIIMHCKOTO
HaOMOIeHUsT  (XUpyprudeckass KOPpPEKUHUs  CKENeTHBIX  nedopmaiuii, moadoop
MIPOTUBOCYAOPOKHOU TE€paANUuu U APYTUE);

4. COCTOsIHUE, TpeOylollee MPOBeIEeHUsI BHICOKOTEXHOJIOTMYHBIX METOJIOB JICUEHUS
(B TOM uncne KoHTpoJb dpdexruBHOCTH D3T)

5. OTCYTCTBHE  BO3MOXXHOCTH  obOecrieueHuss @O3T B amMOynaTOpHBIX W
CTallMOHAPO3aMEIAIOUINX YCIOBUSX;

6. HEOOXOIUMMOCTh MPOBEJICHUS PA3IMYHBIX BHJIOB IKCIEPTU3 WIU OOCIICIOBAHHUS B
MEJWIIMHCKOW OpTraHM3allMi TPH HEBO3MOXXHOCTH MPOBEICHUS HX B aMOYJIaTOPHBIX

YCIIOBHAX, TpC6yIOH.II/IX JUHaAMHUYECKOI'O Ha6J'II-OI[eHI/I$I.

6.2 IloxkazaHus /151 HEOTJIOKHOI/IKCTPEHHOM rOCIUTAIU3ANUMA

1. OCTpBIE YrpOKAIOIIME ISl KU3HU M PA3BUTUSA OCIOKHEHUM COCTOSIHUS,
TpeOyroIre HEOTIOXKHOTO JICUEHHUs, B TOM YHCIE HMHTCHCHUBHON Tepamuu, a TaKKe
KPYTJIIOCYTOYHOTO MEIUIIMHCKOTO HAONIO/IEHUST U TPOBEACHHUS CIeUUATbHBIX BUJOB

o0cIieI0BaHMs U JICUECHUS.

6.3 IloxkazaHusl K BbINUCKE MAUEHTA U3 CTALMOHAPA

1. OTCYTCTBHME YIpo3bl Ul KU3HM IAlMEHTa U YIPO3bl Pa3BUTHUS OCIOKHEHHUH,
TpeOyIOIMX HEOTII0KHOTO JICUEHHUS IIPU 3aBEPIIECHUE TUAarHOCTHUECKUX MEPOIPUITUH.

2. cTabuiau3anus COCTOSSHUSL M OCHOBHBIX KJIMHHMKO-TA0OPAaTOPHBIX IOKazareseu
[aTOJIOTUYECKOTO  Tpollecca, OTCYTCTBHE HEOOXOJUMOCTH B  MPOJODKUTEIBHOM
MEIUIIUHCKOM HaOII01eHUH (JHEBHOE WM KPYTIIIOCYTOUYHOE MTpeObIBaHKE);

3. BBITMIOJIHEH IJIaH OOCJIEOBaHMS M JIEYEHMsI MAllMeHTa, JaHbl PEKOMEHAALNU IO
JabHENIIeMy HaOJI0IEHUIO U JIEYEHHUIO.

4. HE00X0/IMMOCTh TepeBoJa MalUeHTa B JAPYroe MEAMIMHCKOE YUpEXACHUE WU

YUPECKACHNUEC COMUAIIBHOT'O obecneucHus.

7. JonmosHuTebHast MH(popMauus (B TOM 4Yucje (PaKTOPbl, BJUAIINE HA

HCXO0/1 3200/1eBAHUS UM COCTOSTHUSA)

7.1 Hcxoowt u npoznos
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[TepunatanpHas Gopma ['OD Ge3 cBOEBpEeMEHHO OKa3aHHOW IMOMOINM TPAKTHYECKH BCETIIA
JeTalbHa.

[lpyu wHpaHTUIBHONH M JAETCKOW (opMax NPOTHO3 JUIsL JKU3HU OIPENENACTCS CTENEHBIO
MOpaKeHUs KOCTEH, HATMYMEM CYAOPOT U TMIOIJIA3UHU JIETKUX, HEOOXOIUMOCThIO KHCIOPOAHOMN
NOAJIEPKKU. be3 mpoBeleHHs NMaTOr€HETUYECKOW Tepalud CMEPTHOCTh CPEeau MAlUEHTOB C
uHpauTbHON Gopmoil ['OD cocrasiser 50% B mepBble 9 MecsleB KU3HH, U B OCHOBHOM
00yCJIOBJIeHA JBIXAaTEIbHON HEAOCTATOYHOCTHIO. B OTCYTCTBHM Tepanuu npu MH()AHTHIBHONW U
JIETCKOM (hopMax MPOTHO3 B OTHOIICHUY WHBATUN3AIUU U KA4eCTBA KU3HU HEOJIaronpUsTHBIN
[47].

[Ipy  HaNMWYUKM  TUNEPKAJIbIUEMHH,  OCJIOKHEHHOW  HEPpPOKaJIbIIMHO30M, IPH  €ro
MIPOrPECCUPOBAHUH BO3MOKHO Pa3BUTHE MOYEYHOU HETOCTATOUYHOCTH.

IIpu B3pocioii Gopme ['dD mporHo3 mis KU3HU OJIATONPUATHBIA, HO TPH €CTECTBEHHOM
TE€YEHUN OOJIE3HH BO3MOYKHA WHBAIMAM3AIMS TAlMEHTa B pe3yJbTare HapylmeHus (yHKIHA
OIIOPHO-/IBUTATEJIBHOTO aIlllapaTa B CBS3M C Pa3BUTHEM IICEBIONOAArPbI, XOHAPOKAIbIMHO3A,
apTponaTuii ¥ HapyIIEHUEM TPYAOCTIOCOOHOCTH.

[Tpu ogonTorunodocdarazuu MPOrHo3 sl )KU3HU TaKKe OIaronpUsTHBIN.
Kpurepnu oneHkn kauyecTBa MeJUIIUHCKON MOMOIIU

Tadaunma 2 - Kpurepun kadecTBa OKazaHUs CHEHUATU3UPOBAHHON MEIMITMHCKOMN
TTOMOTIIH.

Ne Kpurtepun kavyecrBa OueHka BBINOJHEHUS

1 Brmmoaneno onpeesieHue AKTUBHOCTH MIEJIOYHOM Jla/Het
¢doctharassl - 2-kpatHO c wuHTepBaIOoM | Hexmens (npu
ITOCTaHOBKE JMAarHo3a)

2 BBINONHEHO MOJIEKYJIAPHO-TEHETHYECKOE HCCIICI0BaHUE Tla/Her
(BbisiBIeHne Mmytanuii B rere ALPL) (mpu mocraHoBke
JINarHo3a)

Jd Brmonneno Ha3zHaueHHe (EPMEHTHOH 3aMECTHUTEIHHOU Tla/Her

Tepanuu ¢ NPUMEHEeHHeM acdoTa3bl anb(a MalnueHTaM ¢
MOJATBEPKJAECHHBIM  JUarHo3oM ['®D® npu  HaIUUUAU
CKEJICTHBIX TIPOSIBJICHUH W Ne0lTe B TepUHATAIBHBINA
mepwog, M B JETCKOM Bo3pacTe (MPU  OTCYTCTBHUHU
MEIUIIMHCKIUX MTPOTUBOIIOKA3AHMIA)

4 BrinonHeHo ONIPEACIICHUE nokasarejiei KaJIBITAH - Tla/Her
dbochoproro obmena (ecam HE  MPOBOIUIOCH B
MIPEANIECTBYIONINE 6 MECSIICR)

- YPOBEHb KaJNbIUS B KPOBH U MOYE

- oTIpejieNIeHue YPOBHS HeopraHuieckoro ¢ochopa B KpoBu

31



- uccnenoBanue ypoBHs 25-OH ButamuHa /[ B KpoBH
- HCCJIEeI0OBaHKNE YPOBHS MapaTUPEOUTHOIO TOPMOHA B KPOBH

(@]

BreinmonHeHa peHTreHorpadus MOpaKCHHONW YacTH CKejeTa
(ecnu He TPOBOUIIOCH TIpeIIecTRYIONMEe12 MecsIeB)

Ja/Het

BeImonHeHO ynbTpa3ByKOBOE HCCIICOBAHHE MTOUEK (SCITH HEe
MIPOBOIMJIOCH B MOCIenHNE 12 MecsIeB)

Ja/Her

Brmmonmaena  snektpolnnedanorpadus  mampeHTaM  C
HAJINYAEM HEBPOJIOTUYECKON CUMITOMATHKU (€Cd HE
MPOBOIMIIACH B MOCHeAHEe 12 MecsieB)

Ha/Her

Brmonnena HelipocoHorpadus W/WIM  KOMITBIOTEpHAs
TomMorpaduss W/WIM MarHUTHO-pE30HAaHCHas Tomorpadus
FOJIOBHOTO MO3ra MpU Hanuuud y nanueHra ¢ ['OP
KPaHMOCHHOCTO3a, HEBPOJIOTUYECKOM CHUMIITOMATHKH (eCiu
HE TPOBOJIMIIOCH B MOCHETHUE 24 MECSIIEB)

Ja/Her

BrmmonmHeHo omnpeneneHue (GYHKIMA BHENTHETO ABIXaHUS
(ecnu HEe POBOAMIOCH TOCTEAHUE 12 MECSIeB) MallMeHTaM
crapuie 5 et

Ja/Her

BrimonHena — KOHCyJIbTallis —~ BpauOM-TEHETHMKOM  IIpU
YCTaHOBJICHUH JUArHo3a

Ja/Het

BremmonHen 6-THMUHYTHBIM TecT ¢ Xoap0Ooil (ecnu He
MIPOBOAMJICS B MpeJiIecTByomue 6 mMec.) (Ipyu OTCYyTCTBUU
MEIUIIMHCKUX TPOTHBOMIOKA3aHH)

Ja/Her
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Muxaiisoa C.B. - n.m.uH., ®I'BOY BO PHUMY wum. H.U. Tluporoa Munzapasa Poccuu
«Poccuiickas aerckas KIMHUYEeCKast 00JIbHUIIAY» 3aBEYyIONIast OTAEICHUEM

MouceeB C. B., - 1.m.H.,, PD['TAOY BO IlepBoiit MI'MVY um. .M. Ceuenona (CeueHOBCKUit
yHuBepcuteT) Munsnpasa Poccun

Hama3zoBa-bapanoBa JI.C. - akan. PAH, npodeccop, a.M.H., npe3uaeHT Coro3a meanaTpoB
Poccun; nact-npesunent EPA/UNEPSA; pykoBogutens HUM neauatpun U oXpaHbl 30POBbS
nereit HKI[ Ne 2 ®I'BHY «PHIIX wum. akaxn.b.B.IlerpoBckoro», 3aBemyromias kadempoi
¢dakynpTeTckoi nenuaTpun nenuarpuyeckoro akympreta ®I'bOY BO «PHUMY um. H.U.
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[IuporoBa» MuH3apaBa Poccuu, TIIAaBHBIA BHEIITATHBIM  JETCKUA  CHEIUAIUCT 1O
npodmiakTuieckoil meauuune Munsapasa Poccun

HaropuoBa T.C.- Bpau-naGopatopusiii renetuk, ®PI'BHY "Menuko-reHeTnyeckuii Hay4HBINA
uentp um. Axanemuka H.I1.boukona"

CesumssinoBa JI.P. - k.M.H., Beaymuii HayuyHbld coTpynuuk HWW negmaTtpum m oxpaHbl
3nopobst neteit HKI[ Ne 2 ®T'BHY «PHIX um. akan.b.B.IlerpoBckoro», momneHT kadeapsl
neauatpun 1 gerckoi pesmaronorun PI'AOY «llepebiit MI'MY um. U.M. Ceuenosa»
MunzapaBa Poccun (CedeHOBCKU YHUBEPCUTET), AOLECHT Kadeapsl (PaKyIbTETCKON neauaTpun
nequatpudeckoro ¢akynpreta ®I'BOY BO «PHUMY wum. H.U. IluporoBa» Mun3zmpasa
Poccun, unen Coro3a neguatpoB Poccun

Cemsuxknna A.H. - 1.M.H., r.H.c. oTaenenus kiauHudeckod renetuku ®PI'BY «MockoBckui
HHWU nenuarpun u nerckor xupypruu Munsapasa Poccun

CvupnoBa O.fl. — Bpau-TeHETHK, CTapIIMil HAYYHbI COTPYAHUK OTAENA CTaHAAPTU3ALUU U
U3y4eHUs1 OCHOB JoKa3arenbHor meaunuuel HMU nennarpun n oxpansl 310poBbs nererd HKLL
No 2 ®I'bHY «PHIX wum. akan.b.B.IlerpoBckoro», wien Coro3a nemuatpoB Poccum, uieH
Acconuanyuy MeIUIMHCKUX TeHETUKOB

®enoceenko M.B. - K.M.H., 3aBefymomias OTIAEIOM pa3pabOTKU HAYYHBIX MOAXOIOB K
MMMYHH3AIMM [AMUEHTOB C OTKJIOHEHUSMU B COCTOSHUU 370POBbsi U XPOHUYECKUMU
00se3HsAMH, BEAYIIMI HayuyHbIM cOTpyAHUK, Bpad-nienuatp HUW neauarpun u oxpaHsl 310pOBbs
neteit HKL No2 (LUKb PAH) ®I'BHY «PHIX um. akaa. b.B.IlerpoBckoroy, moueHt kadenps
dakynpTeTckoil neaunatpuu neauarpudeckoro akymsrera ®I'bOY BO «PHUMY um. H.U.

[Tuporosa» Munsapasa Poccuu, uien Coroza neauarpos Poccun

IInmwansuukosa C. B. — npencrasurens Beepoccuiickoro obiectBa opdanHbIX 3a001€BaHMMA

ABTOpBI NOATBEP:KAAIOT OTCYTCTBHE (PMHAHCOBOH MOMAEPKKH/KOHQJIMKTAa HMHTEPecoB,

KOTOPbIi HE00X01MMO 00HAPOJOBATh.
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IIpunoxenue A2. MeronoJiorus pa3spadoTKi KJINMHHYECKHUX PEKOMEHIauM i
HaCTOHH_[I/Ie PEKOMCHAAIWHN IMPEAHA3HAYCHBI JJIA IMPUMCEHCHUA MCAUIIMHCKUMHA OpraHu3alusaMU

U yupexKAeHUsIMH (elepalbHbIX, TEPPUTOPUATIBHBIX U MYHHUIMIAIBHBIX OPraHOB YIPaBICHUS
3IpaBOOXPAHEHHEM, CHCTEM OO0S3aTeIbHOTO U JOOPOBOJIBHOIO MEIUIIMHCKOIO CTPaxXOBaHHS,
OPYTUMH MEAWIIMHCKUMH OPTraHU3alUsIMU PA3JIMYHBIX OPraHU3allMOHHO-TIPABOBBIX  (opm
NeSITeIbHOCTH, HAlIPABJIEHHOM Ha OKa3aHUE MEIULUHCKON TOMOIIIH.

Knunuueckne pexoMeHmaluy CO3JaHbl HA OCHOBAaHMM 0030pa JHUTEpaTypbl U COBPEMEHHBIX
MEXIYHAPOAHBIX KIMHUYECKUX PEKOMEHJAUUA 10 JUArHOCTUKE, JICYCHHI0 U BEJICHUIO

MNalMuCHTOB C METa00INYCCKUMU O0JIC3HIMHU.

rI/IHO(l)OC(baTaSI/IH OTHOCUTCA K PpCAKUM HACICACTBCHHbBIM 33.60JI€B3.HI/I$IM, YTO HCKIIHO4YacCT
BO3MOXHOCTb IMPOBCACHUA 0O0JIBIINX KOTOPTHBIX WU PAHAOMHU3HUPOBAHHBIX KOHTPOJIUPOBAHHBIX
I/ICC.HGIIOBaHI/If/'I U IJid CO3aaHusA IMPOTOKOJOB AWArHOCTUKH W TCpalru HCIOJIB3YIOTCA JIMIIb

TEMATUUYCCKUC UCCIICAOBAHNA OKCIICPTOB, OHY6HI/IKOB8.HHBI€ B IIOCJICAHHUC IBa ACCATUIICTHA.

OueHka KkadecTBa JIOKa3aTe€IbCTB W CHUJIBI PEKOMEHJAIMM NPUMEHEHUS MEIULUHCKUX
TEXHOJIOTUH TMPOBOJMIACH B COOTBETCTBUU C YHHU(HIIMPOBAHHOW INKAJIOH, MPHUBEICHHOH B

Tabimuax 3-5.

IleaeBasi ayIuTOPHSA JAHHBIX KJIHHNYECKUX PEKOMEHIAIMM

1. Bpauu o6uieit npakTuku (ceMelHble Bpaun);
2. Bpauu-neauarpsi;

3. Bpauu-teparneBTsr;

4. Bpaun-reneruku;

S. Bpauu-nabopaTopHble reHETUKH;
6. Bpauu-nesposory;

1. Bpauun-neitpoxupypru

8. Bpaun—TpaBMaTonoru-opTorne sl
9. Bpauu-xupypru

10. Bpauu nerckue xupypru

11. Bpauun-kapauonoru

12. Bpauu-gerckue kapauosnoru

13. Bpauu-nedposoru;

14. Bpauu-penrrenosnory;

15. Bpauu-odransmonory;
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16. Bpauu ¢hyHKIMOHATBEHON TMAarHOCTHKY,

17. Bpauu dpuzndeckoii u peabMINTAMOHHON METUITUHBI
18. Bpauu-nicuxuarpsl;

19. Bpauu-otoprHOIapUHTOIOTH;

20. Bpauu-cypaoaoru-oTopuHOIApUHTOIOTH
21. Bpauu-anecTe3nonoru-peaHuMaToIoru
22. Bpauu peBmarosnoru

23. Bpauu-neonarosioru

24, Bpauu-nynsMoHoI0TH

25. Bpauu sHaokpuHoOIIOTH

26. Bpauu-gerckue 3H10KPUHOIOTH

27. Bpauu-cromarosioru

28. Bpauu-nerckue cromaTosioru

29. MeaunuHCKYEe IICUX0JI0TH;

30. Crynentsl MmenunuHCcKux BY30B;

31. OOyuaroniuecs B OpAUHATYPE U aCIIUPAHTYPE.

Taomuma 3. I[llkanma OmEHKW ypOBHEW JOCTOBepHOCTH nokaszarenbcTB (Y /M) mist mMeTonoB

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘ICCKI/IX BMGHIaTeJ'II)CTB)

Y0 Pacmugposka

1 Cucrematnueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJOM WU
CUCTEMAaTUYeCKUN 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIEJOBaHUM ¢
NPUMEHEHUEM MeTa-aHajan3a

2 OTnenbHbIE MCCIENOBAHUS C KOHTPOJEM peQepeHCHBIM METOJIOM WM OTAeIbHbIE
pPaHIOMHU3UPOBAHHBIE KIMHUYECKUE HCCIEAOBAaHUS W CHCTEMAaTHYeCKHe 0030phbl
UCCIIeIOBaHM J1000ro AM3aiiHa, 3a UCKIIOUEHHEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCJIEIOBaHUM, C IPUMEHEHUEM METa-aHalIn3a

3 HccnenoBanust 0e€3 MOCIENOBATEIBHOTO KOHTPOJIS pPEe(YEPEeHCHBIM METOIOM HIIU
HUCCIICAOBAaHUA C pe(l)epeHCHI)IM METOAOM, HE ABIKMIONIMMCA HC3aBUCHUMBIM OT
HCCIIETyEMOT0 METOJla UM HEepaHJAOMHU3MPOBaHHbIE CPAaBHUTEIbHBIE HCCIEIOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BAHUS

4 HecpaBHuTenpHbIE HCCIE10BAaHUS, ONTMCAHUE KIIMHUYECKOTO CIyYasi

5 HNmeeTcs auins 000CHOBaHHE MEXaHU3Ma HCﬁCTBHﬂ HJIM MHCHUC DKCIICPTOB
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Tadoauua 4. Illkana omeHKH ypoBHEH JOCTOBEpHOCTH mokazatenbcTB (Y /M) mist metomoB
npO(QUIAKTUKH, JICUSHUS U peadrmuTanuu (MpoGUuIakTHIeCcKuX, Jeu4eOHbIX, peaOITUTAIIMOHHBIX

BMEULIATEIbCTB)

YA Pacuu¢pposka

1 Cucremarnueckuii 0630p PKU ¢ npumeHneHnem meTa-aHanu3a

2 Otnenvupie PKM u cucremarmyeckue 0030pbI HCCICIOBAHUUM IIOOOTO [U3aiiHa, 3a
uckmouenneM PKU, ¢ npumenenuem mera-aHainsa

3 HepaH[[OMI/I?;I/IpOBaHHBIC CPaBHHUTCJILHBIC UCCIICAOBAHNA, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 | HecpaBHUTENbHBIE MCCIIEIOBAHUSA, ONUCAHUE KIMHUYECKOTO Clydasl WU CEpUM CIy4yaes,
WCCIIEIOBAHMS «CI1y4aii-KOHTPOJIb)

5 Hmeercss nuis 0OOCHOBaHHE MEXaHH3Ma HeﬁCTBHH BMEIIaTCIIbCTBA (I[OKJ'II/IHI/IIIGCKI/IC
I/ICCJICZIOBaHI/Iﬂ) HJIM MHCHHEC SKCIICPTOB

Ta6naunma 5. Illkana omeHku ypoBHeH ybOenutenbHocTH pexkomeHaauui (YVYP) mis meronos
PO UITAKTUKH, JIMarHOCTHKH, JICUEHHUS u peabmMTanuu (mpoduIaKTHIECKUX,

JTUAarHOCTUYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacmmgposka

A CunpHast pexkoMeHJalus (Bce paccMarpuBaeMble KpuTepuu 3(P(HEKTUBHOCTH
(ucxompl) SBISIOTCS BaXXHBIMHM, BCE MHCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KauecTBO, HUX  BBIBOJABI IO
MHTEPECYIOIINUM MCX0JIaM SIBJIIFOTCS] COTJIACOBAaHHBIMMU )

B VYcnoBHast pekoMeHanus (He Bce paccMaTpuBaeMble KpUTEpHH 3(P(HEKTUBHOCTH
(Mcxonpl) SIBISIFOTCSL Ba)XHBIMH, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YIIOBJIETBOPUTEIBHOE METOAO0JIOTMYECKOe KayecTBO W/WIM MX BBIBOJBI IO
MHTEPECYIOIINM HCX0JIaM He SIBJISIIOTCS COTJIACOBAHHBIMHU )

C Cnabast pekomeHalus (OTCYTCTBUE J0Ka3aTeNbCTB HAAJIEKAIIEro KayecTBa (Bce
paccmaTtpuBaeMble KpUTEpUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE€ MCCIIEOBAHNS UMEIOT HU3KOE METOJOJOTNYECKOE KaUYECTBO U MX BBIBOJBI 110
MHTEPECYIOMIUM UCX0JIaM HE SIBJISIIOTCS COTJIACOBAHHBIMHU )

Iopsiiok 00HOB/IEHUS KIMHUYECKHX PEKOMEH AU,

MexaHu3m OOHOBIIEHUSI KIIMHUYECKUX PEKOMEHAALMN MPEeayCcMaTPpUBAET UX CHCTEMATHYECKYIO
aKTyaJIM3alliio — HE PeXe YeM OJIMH pa3 B TPU roja, a TaKKe MPU MOSBJIECHUU HOBBIX JIaHHBIX C
MO3UIIMK J0KA3aTeIbHON METUIIMHBI 10 BOMPOCaM TUATHOCTHKH, JICYCHHS, MPOPUIAKTUKH U
peadmMTany KOHKPETHBIX 3a00JIeBaHUM, HATUYHH 0OOCHOBAHHBIX JIOMOJTHEHHI/3aMEeUaHuil K

panee yrBepkaEHHbIM KP, HO He wame 1 pa3a B 6 Mecsues.
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Ipuiaoxenue A3. CipaBoyHble MAaTEPHUAJIbI, BKJIKYAsl COOTBETCTBHE
NMOKA3aHMi K NPUMEHEHHUI0 U TPOTUBONOKA3AHUIi, CIIOCO00B NPUMEHEHNS U
103 JIEKAPCTBEHHBIX NMPENapaToB, HHCTPYKUMHU M0 NPUMEHEHH IO
JIEKAPCTBEHHOI'0 Npenapara

1. [Ipukaz Munsapasconpa3zputus PO Ne 185 ot 22.03.2006 roma «O MaccoBom
o0cIieZIOBaHNHM HOBOPOXKICHHBIX JIeTel Ha HACIIEACTBEHHBIE 3a00JIeBaHU,

2. [Tpuka3 MuHuCTEpCTBa 3paBOOXPAaHEHUS M COLMAIBHOrO pa3utus PP ot 16 ampens
2012 r. N 366H «OO0 yrBepkaennn [lopsiaka okazaHus MeIuaTpUIECKON TOMOIITH

3. [Ipuka3z MunuctepcTBa 3apaBooxpanenus PD «O06 yreepknenuu Ilopsmka okxazaHus
MEIUITUHCKON MOMOIIX OOJIBHBIM C BPOKICHHBIMH H (WJIM) HACIEACTBEHHBIMH 3200JIC€BaHUSMI
o1 21.04.2022 Ne 274n

4. [Toctanosnenue [IpaBurenscrBa Poccuiickoit @eaepannn ot 9 anpens 2015 roga Ne333
«O6 yrBepxnaenun IIpaBun QopMupoBaHUS MepeyHs CHEHUATU3UPOBAHHBIX IPOJIYKTOB
Je4yeOHOro MUTaHUA JJ1s 1eTeH-UHBAINUIOBY»

S. [Tpuxa3z Munsapasa Poccun (MunuctepctBo 31paBooxpaneHuss P®) or 24 nos6ps 2021
r. Nel094n «OO6 yrBepknenuu Ilopsiaika Ha3HayeHHs JIEKAPCTBEHHBIX IIPENapaTros, (opMm
peLenTypHbIX OJIaHKOB Ha JIeKapCTBEHHbIE mnpenaparbl, [lopsaka odopmieHus yka3zaHHbBIX
OaHKOB, WX Yy4yeTa W XpaHeHus, (opM OJAaHKOB pELENTOB, COAEP)KAIIMX Ha3Ha4YeHHe
HapKOTUYECKUX CPEJICTB WJIM IICUXOTPONMHBIX BemiecTB, llopsaka HMX HM3roTOBIIEHUS,
pacmpenenenus, perucTpaluy, ydera W XpaHeHus, a Takxke [IpaBun odopmieHus OaHKOB
pELEnTOB, B TOM YHUCIIE B (OpPME JIEKTPOHHBIX JOKYMEHTOBY

6. Pacnopspxenue IIpaBurensctBa P® ot 31 nexadps 2018 r. Ne 3053-p «O0 yrBepxaeHHH
nepeyHell MEeAMIMHCKUX H3AENui, MMIUIAHTHPYEMBbIX B OpPraHM3M 4YeJlOBEeKa IpHU OKa3aHUU
MEAMIIMHCKONW IOMOIIM B paMKax MporpamMMbl TOCYJAapCTBEHHBIX TapaHTHIl OecruiaTHOTroO
OKa3aHUs TpakJaHaM MEIUIMHCKOM MOMOLIM M OTIYCKAEMbIX IO peleNnTaM Ha MEJULMHCKUE
U3JIeNUs TIPH NIPEIOCTAaBICHUU Habopa COLMAIbHBIX YCITYT»

7. MexnynaponHas kinaccuduxanus Oojie3Hed, TpaBM U COCTOSHUM, BIUSIONMX Ha
3popoBbe (MKB — 10);

8. [Tpuka3z M3 P® or 20 gexabps 2012r. Ne 1183n «O0 yTBepxkIeHUM HOMEHKIATYPHI
JOJDKHOCTEH METUIIMHCKUX paOOTHUKOB M (papMalieBTHYECKUX paOOTHUKOBY.

9. [Tpuxa3z M3 PO ot 23 uronsg 2010 r. Ne 5411. Enunbiii kBanupUKaMOHHBIN CIIPaBOYHUK
JOJKHOCTEH PYKOBOAMTENEH, CHENMATUCTOB M CiyXalux, pasznen KaanudukannoHHbIE

XapaKTCPUCTHUKU JOJDKHOCTEMN pa60THI/IKOB B C(bepe 3ApPaBOOXPaHCHHA.
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10. ®denepanbHbiii 3akoH OT 25.12.2018 Ne 489 489-03 «O BHeceHWH W3MEHEHUH B CTAaThIO
40 @enepanbHoro 3akoHa «OO0 00s3aTeNTbHOM MEAWLMHCKOM CTpaxoBaHHM B Poccuiickoii
Oeneparuny u DepepanbHbiii 3akoH «O0 OCHOBAaX OXpaHbI 37I0POBbs IrpaxaaH B Poccuiickoit
®enepanyn» 10 BOIIPOCaM KIMHUYECKUX PEKOMEHIALNI.

11. [Tpuka3z MunsnpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBEp)KICHUH TOPSIAKA U
CPOKOB pa3pabOTKM KJIMHUYECKUX PEKOMEHJAlUH, HuX MepecMOTpa, TUIIOBOH (OPMBI
KIIMHUYECKUX pPEeKOMEHJAWi W TpeOOBaHMH K WX CTPYKType, COCTaBy H HAyYHOU
000CHOBaHHOCTH, BKJIFOUYAE€MOH B KIIMHUYECKHE PEKOMEH A1 HHPOPMALIUN.

12. [Tpuka3z MunzapaBa Poccun ot 13.10.2017 Ne 804n «O06 yTBEep>KICHUN HOMEHKJIATYPHI
MEAULIMHCKUX YCIyT».

13. [Tpuxa3z MunucrepcTBa Tpyaa u conuanbHoi 3aumTsl PO ot 27 aBrycra 2019 r. n 5851
«O xnaccupuKausax U KpUTEPHUSIX, UCIOIb3YEMbIX MPHU OCYIIECTBIEHUU MEAMKO-COLUAIBbHOM
9KCHEPTU3bI TPAXKAAH (eliepatbHbIMU TOCYAaPCTBEHHBIMU YUPEKICHUIMU MEAMKO-COLUAIBbHOM
AKCIEPTU3BDY;

14. IIpukas MuHHCTEpCTBAa 3APABOOXPAHEHMS W COLMAIBHOIO pa3BuTHs Pocculiickon
Oeneparun «O nopsiike NPUMEHEHMs JIEKAPCTBEHHBIX CPEICTB Yy OOJBHBIX MO KU3HEHHBIM
nokazaHusM» ot 9 asrycra 2005 r. Ne 494

15. Undpopmanmonnoe mnucbMo MuHn3npaBa Poccun 10 BO3MOXHOCTH — 3aKYIIKH
JIEKapCTBEHHOT'O npernapara 1o TOProBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-

pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

HNudopmanusi o JekapcTBeHHBbIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbIE HOPMATHBHO-NPABOBBIE AKTHI, PeryJIHPYIOIHe 0KA3aHHe

NAJJIMATUBHOM MeTUIMHCKOH MOMOIIHU
1. ®enepanpubiii 3akoH "O BHeceHuun wusMeHeHUW B DenepanbHbiii 3akoH "OO0
OCHOBax OXpaHbl 3/I0pOBbs TpaxkaaH B Poccuiickoii denepanuu" mo Borpocam oKa3aHus
majIaTUBHON MeauuHcKo#i momomu'" oT 06.03.2019 Ne 18-D3.
2. ITpuka3 Munszapasa Poccun Ne 3450, Muntpyna Poccnn ot 31.05.2019 Ne 3721
«O0 yTBEp)KIIEHUH TIOJIOKEHHUSI 00 OpraHU3aIluy OKa3aHUs MaNIMaTUBHOW MEIUITUHCKON
TIOMOIIIH, BKJIFOYAst TOPSI0K B3aUMOJICHCTBUS MEIUIIMHCKIUX OpraHu3alluii, OpraHu3aIii
COLIMATILHOTO OOCITY)KUBAaHUSI U OOIIECTBEHHBIX O0BEIWHEHUHN, WHBIX HEKOMMEPYECKUX

OpraHM3aIHii, OCYIIECTBIIAIOMINX CBOIO JEATEIBHOCTD B cpepe OXPaHbI 370POBbSI».
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3. [Tpuka3z MunszapaBa Poccun Ne 3481 ot 31 mas 2019 roga «OO6 yTBep>KIaeHUU
NepevHs MEIULMUHCKUX W3JENUd, MpeJHA3HAUEHHBIX IS MOJJICpKAHUS OpPraHOB U
CHCTEM OpraHU3Ma YeJI0BEeKa, MPEAOCTABIIIEMbIX JJI UCTIOIb30BAHUS HA JIOMYY.

4, [Tpuka3z MunsnpaBa Poccun Ne 5051 ot 10 urons 2019 romga «O06 yTBepkaeHUN
[lopsinka mepenays OT MEAMIIMHCKOW OpraHW3allMM MalHUeHTy (€ro 3aKOHHOMY
NPEACTABUTENI0) MEIUIMHCKUX M3, MpeAHa3HAYEHHBIX IS MOAJAEpKaHUs
(GYHKIIMI OPTaHOB M CHUCTEM OpraHW3Ma 4YelOBEKa, JJI WCIIOJIb30BAaHUS Ha JOMY MpPHU

OKa3aHUU NaJJINaTHBHOMN M@HHHHHCKOﬁ IIOMOIIU».
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Hpuaoxenne A3.1 Tect 6 munyTHOM X0A6061 (6MTX) [48]

6MWT — tect 6-MunyTHOI X0aK0bI (6 Minutes walking test, 6MWT)
Tecm 6-munymnou x00b0bl A67155€MCcsi OOHUM U3 HAUOOIee NPOCMbIX U OOCHYNHBIX 8 MUPOBOL
npakmuke cnocob08 oYeHKU bIHOCIUBOCMU U (DYHKYUOHATLHBIX B03MOMCHOCHEN NAYUEHMOS C
KapOUuOoI02UYeCcKoll U 1e204HOU NAMOIOSUSAMU, A MAKHCE BbIAGLEHUSL MAKOBbIX, 8 MOM YUCILE U )
oemeii. Ileped navarom mecma u no UCMeYeHUU WeCmu MUHYM CNEeYUATUCIOM OYEHUBAENICSL
NPOUOEHHbIU NYMb C MOYHOCMbIO 00 Mempd, a MaKdice NepeHOCUMOCMb HASPY3KU NO WKAe
Bopea, apmepuanvroe oasnenue, nynvc, vacmoma ObIXAHUsA U CAmMypayus KUCIOPOOOM KPOSU.
nayueHmy  HeoOX00UMO  UBMepumv — ApmMepuaibHoe OdeleHue, 4Y4acmoma  CepOeyHbIX
COKpawjenuti, 4acmoma ObIXAHUs, He0OX00UMO nposecmu nyibcokcumemputo. Pebénox
0014CeH 30 6 MUHYM NPOUMU MAKCUMATLHO B03MOMACHOE OJisl ce0sl paccmosnue 8 KOM@BOPMHOM
onsi cebss memne. /Jucmanyuio, npotioennyro 8 meuenue 6 mun (6MTX), usmepsaiom ¢ mempax
oyenuearom 6 OuHamuxke 1 paz 6 6 Mmec. u CpasHUBAIOM ¢ OAHHLIMU NPEObIOYUWE2O
UCCe008anUsl.
Crnedyem nomuums, umo O OAHHO2O MeCma UMEIOMcs cledylowue adcoIomHble
NPOMUBONOKA3AHUA: OCmpas 007b 6 2pYOHOU KlemKe, OeKOMNEHCUPOBAHHAS CepOeyHas U
ObIXAMENbHAsL HeOOCMAMOYHOCHb, OCmpble 3a001e6aHUs, TUXOPAOKA, 3a001e8aHUS ONOPHO-
08UAMENLHO20 ANNAPAmMa NPEensimcmeyujie 8blNOJIHEHU NPoobL.
K omnocumenvuvim npomueonoKazaHusiM MOXCHO OMHEeCMU BbIPANCEHHYI0 OpAOUMAaxuKapouro,
BbICOKVIO apMeEPUAbHyI0 2UNepmeH3uio U 8o3pacm pebdenxa. Manviwam mpyoHo ocosHams u
UCNOTHUMb 6CE NPABULA MECMd, NOIMOMY OH PEKOMEHO08AH O/ Oemell om 5 iem u cmapuie.
Eciu nayuenm naxooumcs Ha NOCMOAHHOU KUCIOPOOHOU NOOOEpicKe, CKOPOCMb NoOayu
KUCTIOPOOA NpU NpoedeHuU mecma OOIHCHA COXPAHAMbCA 8 COOMBEMCMBUU C NPEONUCAHUEM
8paya, HA3HAYUBUIE20 U KOHMPOIUPYIOWE20 MePanuio.
Ilposedenue mecma HeoOXOOUMO HEMeONeHHO NPEeKpamums 6 CAyude GO3HUKHOGeHUs OONu 6
2pyou, CUIbHOU O0O0bIWKYU, CYOOPO2 6 HO2AX, 2O0N0BOKPYI’CEHUS, NOMepPU YCMOUYUSOCU,
Hapacmarowetl c1abocmu u I8HOU 01e0HOCMU Cledyem HeMeOleHHO NPeKpamums mecm.
6MWT npogooumcsi 8 nomewjeHuy, XOpouio 3HAKOMOM NAYUEHMY, Uumerwem OO0CHMAaAmo4HO
OJIUHHBILL KOPUOOD C MBEPOLIM NOKpbImuUeM. [{una npoxooumo2o nymu 00IHCHA COCMABIAMb He
meHee 30 mempos ¢ pazmemkou Kaxcovle 5-10 mempa, a maxdce mouKamu
nogopomos/pazeopomos. Ha 06oux konyax nymu Hys#CHO pazmemums Kpecia 0/ HOO20MOGKU U
omowixa nayuenmos. Kpome mozo, HeobdX00umMo no3abomumvcs 0 HAIUYUU UCTHOYHUKA

KUCopooa u oeghpubpuiiamopa.

48



Takoice 0ns mecma 6am NOHAOOOUMCS MOHOMEMp, UYACbl C CEKVHOHOU CMpenKoll,
nynvcokcumemp u meiegon. Tecm pexomenoyemces nposooums 6 YmpenHue 4acvl Nocie 1e2Ko2o
3aempaka. Ha nayuenme 0ondicna 6vims yO0OHAs 00excOa u noOXo0sauas 0si NPo2yiKu 00yeéb.
3anpewenvl unmencusHvle GusuuecKue HASPY3KU MeHee YeM 3a 08d 4acad 00 UCHBIMAHUSL.
Jleuenue nayuenma npoxooum 6 obviuHom pedicume. Eciu 6 nosceoneenou owcusnu pebénok

ucnonvzyem 0as Xo0bObl MPOCMb, KOCMbLIU WU XOOYHKU, Clledyem 0Cmasums ux u 0Jis mecmad.
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IIpunoxenue A3.2 HexkenareJibHble IBJICHUS Tepanuu acora3oii aabpa

Tabmuua 6 HexenatenbHble siBIeHUS Ha (OHE Tepamuu acoTa3zoil anb(a W MNPUHLIUIBI

Koppekiuu o [18].

He:kenarebHoe siBJIeHHE MOHUTOPHMHI U PeKOMeHAALUH

MecTHas peakuus B MecTax *  PerynspHblii MOHUTOPHUHT

BBEJICHHUS TIpenapaTa
*  CobmoneHne TeXHUKA BBEACHUS —MHBEKINS TIOIKOKHO, POTAITHS

MCCT BBCIACHUSA

. B cirydae ymepeHHOI/cpeHel CTeNeHH BEIPaXKEHHOCTH
BO3MO)KHO TIPIMEHEHUE aHTUTUCTAMHHHBIE CPEACTBA CHCTEMHOTO
JEUCTBUS

Jlumopuctpodus *  PerynspHblii MOHUTOPHUHT

° CO6J’I}O,Z[€HI/IG TCXHHUKH BBCJACHUS — HHBCKIHNA TOAKOXHO, pOTAlUs
MECT BBCACHHUA

T'uniep- (rumno)xanpuueMus *  KonTtpons quets (MOHMWKEHHOE COACp KaHUE KaIbIIHS)

* KoHTpoas ypoBHS napaTUpEeOUJHOIO TOPMOHA B KPOBH, YPOBHS
00IIEero ¥ HOHU3UPOBAHHOTO KAJIBIUA B KPOBH , YPOBHS
Heopranmueckoro pocdopa B kpoH, UccienoBanue yposus 25-OH
BUTaMUHa /[ B KpoBU

*  MoxeT noTpeOoBaThCs BBEICHHE MPEMApaTOB KajbIIKs, a TAKXKE
MpenapaToB IPYIIbl BUTAMUH D ¥ €ro aHaJoTH B PAIlHOH IIPU UX
nepuute

Kpanmnocunoctos * PeructpupoBaiics B KM y manuenToB Ha Tepanuu achoTa3oit aibdha

*  MOHUTOPHHT UCXO/HO, KaX/ble 3 MecsIla B IEpBBIN TOJ, 1anee
KaxJple 6 Mec 710 3-X JeT u Kaxkasle 12 mec mocine 3-x yet

*  KoHTpomnb AucKa 3pUTEIHHOTO HEPBa
*  OreHKa HEBPOJIOTHIECKOH CHMITOMATHKA

» KoMnproTepHas ToMmorpadus roinoBHOro Mosra/ peHTreHorpadus
BCETO Yepera, B OHON MK OoJiee MPOEKIUSIX W/UIIN MarHUTHO-
pe3oHaHCHast ToMOrpadusi FOJIOBHOTO MO3ra MU MOJI03PEHNH Ha
pa3BUTHE KPAaHHOCHHOCTO3a

* Pemenue Bonpoca 00 onepaTHBHOM JICUSHHH MIPH TOATBEPKICHUN
KC

Hedpoxanpumnos * PerucrpupoBaiics B KM y manmeHToB Ha Tepanuu achoTa3oit aabdha

*  V3U nodvek u KanbIuH-KpeaTHHHHOBOE COOTHOIIEHHE B Pa30BOit
mopuun MO4YH1

* OreHKa MPU3HAKOB UCXOTHO W KaX/Ible 3 MeC MpH
NeprHATAIbHON/ MH(DAaHTHIFHON (GOpMax; HCXOAHO U KaXIble 6 MeC MpH
JETCKO¥/B3pocioi hopmax
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r HIEPYYBCTBUTCIILHOCTD

* IIpocBemats / 00CYX)IaTh C TAIMEHTOM (POIUTEISIMH) TIPHU KaXKIOM
MIOCEIEHUH
* U36erarth MHBEKIHUH, €CIM NALMEHTY POBOUTCS BAKIIMHALIUS WA
aHeCTe3Us B TOT JKE JICHb
* Tlpu pa3BUTHHU peaKLUK THIIEPIYBCTBUTEIBHOCTH, IIPEKPATUTD
BBeneHue ac(hoTasbl anb(a 1 paccCMOTPETh BOMPOC O Havase
COOTBETCTBYIOILETO JICUCHUSI, BKITIOYAS:
— Bsenenwue snuneppuna**
— BBejeHHe aHTUTUCTAMUHHOTO CPEACTBA CUCTEMHOTO
JEUCTBUS
— B/B BBeneHHE KOPTUKOCTEPOHUIOB CHCTEMHOTO JICHCTBHSA
—  WudysuoHHas Tepamnus s yIpaBIeHUs THIIOTCH3UEH U
KOppEKIHH 00bemMa
— IIpu pecnupaTOpHBIX CUMITOMaX IPUMEHEHHE
MHTAISIIMOHHBIX CEICKTUBHBIX OeTa 2-aipeHOMUMETHKOB
—  Ilpu Tsoxensix HapymeHUsX GpyHKINUU JbIXaHHS |
MOSIBJICHUSI [[aHO3a — IPUMEHEHHE KUCIOpo/a (Macka,
HOCOBBIC KaHIOJIH)
—  Ilpu HEOOXOAUMOCTH - CEpACYHO-TICTOYHAS PeaHHMAIHs
O1LeHUTh PUCKH M PEUMYIIIECTBA, CBSI3aHHbBIC C MPOAOJIKEHUEM JICUCHHUS
acgora3oii ab(ha; ecau MPUHATO PEUICHUE O MPOIJICHUN — MOHUTOPHHT
MPU3HAKOB U CUMIITOMOB pCaKIIUM T'MICPUYBCTBUTCIILHOCTH,; JOCTYII K

npenapaTaMm U 000pyAOBaHUIO I KyIIUPOBAaHUS MMOBTOPHBIX pPeaKIuii

IIpuioxkenue A3.3. ComyTcTBYyOIIAs U CHMIITOMATHYECKAS Tepanus Mpu

I'oo

Tabnuna 7 ConyTcTByromias U cuMntToMarnyeckas repanus npu [' OO

I[penaparsi

MOHHTOPHMHT U PeKOMEHIAIINH

IIpotuBocynopokHas Tepanus

. Tpebyercst noabop B CrielMaIN3nPOBaHHBIX LIEHTPax

H#OUPUTOKCUH**

. Heo0xonnmo Ha3HaueHHE IpY Pa3BUTHH BUTAaMHH Bg —
3aBHCHUMBIX CyJIOPOT NIPH MepUHATAIHHONH/MH(DAaHTIIIEHON opMax B
MaKCUMaJIbHBIX TEPAeBTUYECKUX 103aX

° I[J'II/ITGJ'II)HOCTI) Teparru onpeaACIsICTCSI UHAUBUAYAJIbHO

AHTUTHCTaMUHHBIEC CPEICTBA
CHCTEMHOTO JIEUCTBUS

. Bo3MokHO Ha3HaYeHME NIPU Pa3BUTUH
YMEPEHHBIX/CPEAHNX PEaKIMi B MecTax BBEJCHHUS IpernapaTa

51




npenapaThl, 00J1aIaoIIHe
00€e300IMBAIOIINM JIEHTCBUEM
(HecreponmHbIe
MPOTHBOBOCTIAIUTEIILHBIC U
MPOTUBOPEBMATHYECKHE
npenaparsi)

. B03M0OXHO KypcOBOE Ha3HA4YCHHE JIsl KyTHPOBAHUS
6oJieBOro cMHIpOMa

IIpenapats! kanpLus

. HasHnadeHune HOMKHO MPOBOAUTECS TIPH CTPOTOM KOHTPOJIE
ypoBHS Kanblus. [IpoTHBOTIOKa3aHEI PY THIIEPKATBIIHEMHUH.

budochonarst . [TpoTuBoNOKa3aHkI, TOCKONBKY MOTYT YXYAIIUTH TSUCHUE
runodocdaTazin
Butamun D u ero ananoru . [IpoTnBONOKa3aHO Ha3HAYCHHE TIPENAPATOB IPYIIITBI

BuTaMuH D ¥ ero aHaJIoru B BEICOKHX J03ax

. Ha3znavyenue 10J1KHO MPOBOAUTHCS MOJT KOHTPOJIEM YPOBHS
25-OH ButamuHa /I B KpOBH.
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Ipuiaoxenue A3.4. IlTapamMeTpbl MOHUTOPUHTIA NAUUEHTOB ¢ ['DPD,
noayvyawmux ®3T jsekapcTBeHHBIM npenapaToM acgorasa aabpa

Tabnuua 8. Koutponupyembie 1abopaTopHbIe MOKa3aTeu y naiuentos ¢ 'O [18].

JlaGopaTopHblii Noka3aTeib

Cpoku BBINOJHEHUS

IIpumeuanns

Omnpenesienne aKTHBHOCTH 1IEJI0YHOI
¢ocdarasbl B KPoBH

NepUHaTAIbHAs/ MIaJeHIeCKas
¢dbopMa — Ipu IOCTAaHOBKE JAUArHO3a,
gepes 3, 6, 12 mecses, ganee
KaXKaple 6 MeCSIIEB;

JieTcKas/B3pocias Gopma — npu
[IOCTAaHOBKE JMarHo3a, uepes 2
Henmenu, 3, 6 u 12 MecsIieB, gaiee
€XKEeToTHO

* B&JKHO TSI IIOCTAHOBKH
JMarLosa

* HEOOXOTUMO YYUTHIBATH
KOHTPOJILHBIC JTUATIA30HBI C
TIOTIPABKOM HA BO3PACT U TOJT
* 3HAYUTEIbHEIE OTKIOHEHHS
TpeOYIOT pacIIupeHHOTO
JIMarHOCTUYECKOrO TIOMCKA

* MOJIE3HO TPH OIICHKE
KOMILTaeHca

* oOpaselr aHaIM3a ciaeayeT
pa30aBuUTh I OTYUECHHUS
TOYHOIO ITOKAa3aTels

Iupunokcaan-5-pochar B kpoBU

nepruHaTaIbHast/ MaqeHIeCKas
¢dbopma: TIpu MOCTAaHOBKE TUArHO3a,
yepes 1, 3, 6 u 12 mMecsues, nanee
€XKETOJIHO;

JeTcKasi/B3pocias popma: npu
HIOCTaHOBKE, uepe3 3 Mecslia, aauee
€XKETOTHO

* akTUBHAas (opMa BUTAMUHA
B6

* 100aBKH, COJIepKaIue
H#OUpUIOKCHH**, MOTYT
MOBJIMATE HA PE3yJIbTaT

* B CBSI3U C TPYOHOCTSIMH B
TECTHPOBAHHH H3-32 pacIaza
Ha ¢oHe npuema achoTasbl
arb(a He0OXOAUMO B
MPOOHUPKY T00ABIATH
unaruoutop LD, Hampumep,
neBaMu30**

Docdorranosiamu (DPIA) Moun
(MccaenoBanne aMMHOKUCIOT U
MeTa00auTOB B Moue, KommiekcHoe
onpejejieHHe KOHIEHTPALMHT HA
AMUHOKMCJIOTHI

KomniiekcHoe onpeaesienue
KOHLEHTPAIlUM HA aMHUHOKHUCJIOTBI
MeTO/0M BbICOKOH I(peKTHBHOMH
“KM/IKOCTHOM XpomaTorpaduu)

[lepunaTtanbHas/MitaieHUeCKast
¢dbopma: npu MocTaHoBke, 1, 3, 6 1
12 mecsries, nanee eXKeromaHo;

Hetckas/B3pocnas hopma: pu
MOCTAaHOBKE, Yepe3 3 Mecslla, fanee
€)XKETO/THO.

* 1A HOJITBep)K,Z[eHI/IH
JIMarHosa

HccaenoBanne ypoBHs 00111ero u
HOHN3MPOBAHHOI0 KaJablusi B kpoBHu (Ca)

IlepuHaTanpHas/MITaeHIECKAs
dbopma: pu mocTaHoBKe, Yepes 1,
3, 6 1 12 Mecsl1eB, Jajiee eXEroaHO;
MIPH OCTPOM THUIIEPKAITBIICMHU;

Jerckas/B3pocnas popma: mpu
MIOCTaHOBKE, Yepe3 3 Mecsina, nanee
€)KETOJTHO.

* KaJIbLIUH CHIBOPOTKU
HE0O0XO0IMMO
CKOPPEKTUPOBATH C YIETOM
YpOBHS aJIbOYMHHA B KPOBU
* UCcJIEeZI0OBaHUE
WMOHM3UPOBAHHOTO KaJIbIINSA
npeamnoutuTensHee (Oonee
cTabuIeH)

* THTIEPKATIBIIUEMHUS] MOXKET
OBITh OUEBHIHON IIpH
JIMarHo3e

* THIIEPKATIBIIUEMHS MOXKET
pa3BHUTHCA HA (POHE Teparnmumy;
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JlabopaTopHblii MoOKa3aTeiab

CpOKH BbIITOJTHCHU A

Ipumeyanus

BEPOATHA HEOOXOANMOCTh
JIONOJIHUTENILHOTO KOHTPOJIS
Ha ¢oHe Tepanuu acHoTazou
anba

* €CITH COCTOSIHUE HE
yirydmiaercs, Tpedyetcs Oosee
9acTas OlleHKa MOKa3aTels

* OTKJIOHEHHUS KAJIBIHST PEIKH
Y B3pOCIIbIX, OTHAKO MOTYT
HAXOJUTHCS HA BEpXHEH
TpaHHIIE HOPMBI

HccnenoBanue ypoBHSl NApaTHPEOUIHOIO
ropmona (IITI)

[Ipu nmocraHoBKe U ganee
MEPUOMYCCKH, OITHPAsICh Ha
MeTa00JIN3M KaJIbIIHS
WHIAUBHTYaJTHHO

* U1 OOHAPY>KEHHUSI
W3MEHEHUIN
KOCTHOTO/MUHEPAIILHOTO
obMeHa

* CBSI3aHO C JJOJITOCPOYHBIM
YPOBHEM KaJBIHS B KPOBH
* BEITIOJTHSIETCS TIPH
00Hapy>KeHUHU OTKIOHEHHH
KaJIbIIUs

Hccaenoanne yposus 25-OH Buramuna
A B kpoBH

[lepunaTanpHas/MitajeHueCKast

dopma: npu mocraHoBKe, uepes 1,

3, 6 u 12 MecsI1eB U Jaiee
€KETOJIHO IOCJIE TOCTHKEHUS
HOPMAalIbHOI'O YPOBHS

Jetckas/B3pocnas popma: nmpu
MIOCTaHOBKE, yepe3 3, 6 u 12
MeCcSIIEB, Jajlee eXEroIHo Mocie

JIOCTUKEHUSI HOPMAJIbHOT'O YPOBHSA

* I UCKJIFOYEHUS MHOU
MPUIUHBI HEJOCTATOYHOCTH
MUHepaIU3aIu

¢ oOecreuyeHre He0OXOINMBIM
no0OaBJICHUEM TIpenapaTa
rpymmsl ButamuH D 1 ero
aHAJIOTH TPH JICYCHUN

* MAIEHTHI C
MOATBEPKICHHBIM IE(PUIUTOM
JTOJKHBI TTOJTy4aTh MpernapaT
U3 Tpynsl ButamuH D u ero
aHaJoTH (a TaKkKe
KOMOMHHMPOBAHHBIX ), a TAKKE
PETYISAPHO KOHTPOJIUPOBATHCS

HccnenoBanue ypoBHsI HEOPraHM4eCKOI0
¢ocdopa B kpoBH

[MepuHaTanmpHas/MITaIeHIECKas

(dhopma: Mpu MOCTaHOBKE THATHO3a,
yepes 1, 3, 6 u 12 mecsues, ganee

CXKCTOJHO.

Hetckas/B3pocnas hopma: npu
MIOCTAaHOBKE MAarHo3a, 9epe3 3
MecsIIa, Jlajee eXeroaHo

* MOHUTOPUPOBAHKUE YPOBHS
Heopranndeckoro ¢ochopa B
KPOBH (B KIIMHUYECKHUX
HUCCIICAOBAHUAX
MepBOHAYATIBHBIC N3MCHEHHUS
YPOBHS HEOPTaHMYECKOTO
¢dbocdopa B kpoBH ObLTH
pa3HBIMH B OTBET Ha JICUCHHUE,
Y OJIHUX TallHCHTOB
OTME€YaJIOCH IMMOBBINICHUE, Y
JIPYTUX - IOHWKEHUE, OTHAKO
Ha (hOoHE MPOJOIHKUTETHHOTO
JICUCHUA 3HAYCHUA
HOPMAaJTU30BAJIKCh.
HexoTopsle cirydan CHIKEHHS
¢docdara coBmanu co
CHM)KECHHUEM KaJIbIIUsS B
CBIBOPOTKE B IIEPBBIE HEJETIH
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JlabopaTopHblii MoOKa3aTeiab

CpOKH BbIITOJTHCHU A

Ipumeyanus

JICUCHHUS, BEPOSTHO, B CBSI3H C
MOBBIIICHHEM MUHEPaIH3auU
KOCTEi).

* PEKOMEHIOBaHO Ooiee
yacToe o0cie0Banne, eciau
[alEeHT He OTBEYAeT Ha
TEPAIHIO

CKpUHUHTOBBIE JI1a00paTOPHbIE
uccjenoBanus (00Ul (KIMHUIECKHH)
aHaJIM3 KPOBH Pa3BepPHYTbIN,
HccnenoBanue ypoBHsi CBOOOTHOIO U
CBSI3aHHOTO0 OWJIMPYOMHA B KPOBH,
OmnpenesieHne aKTUBHOCTH
aJlaHMHAMUHOTpPaHcdepasbl B KPOBH,
OmnpenesieHue aKTUBHOCTH
acnapraraMMHOTpaHcdepa3bl B KPOBH)

[MepunaransHas/MiTageHIeCKas
(dopma: pu MOCTaHOBKE TUATHO3a,
gepe3 3, 6, 9 u 12 mecsiies, nanee
€XKETOIHO.

BHeriaHoBO Tipu 000CTpeHHN
COCTOSIHUSI BIUTOTH JI0
HOpMAaJIH3aUU

Hetckas/B3pocias hopma: pu
MOCTaHOBKE AMArHo3a, yepes 6
MecsIIeB, Jlajiee eXErO/IHO.

Onenka ¢pynkuun nouek (MccienoBanue
YPOBHSI KPEATHHUHA B KPOBH,
HccnenoBanue ypoBHsi MOYEBHHBI B
KpPOBH)

[lepunaTanpHas/mitajeHueCKast
dbopma: TIpu MOCTAHOBKE TUArHO3a
U Jajiee KaXaple 3 Mecsara

BrennanoBeIi aHaIU3 IpH
000CTpEHHH COCTOSTHHS

Hetckas/B3pocnas hopma: pu
IIOCTaHOBKE JIMarHo3a, yepes 6
MECSIIIEB, Jayiee €KEroTHO

* KpeaTHHHH, MOYEBHHA
* CKOPOCTh KIIyOOUKOBOM
¢unprpanmu (CKD)
B3POCIIBIM

* OTHOIIICHHE
kajpuuit/kpearnaun (Ca/Cr)
MOYH (MOHUTOPHHT
He(POKaTBIINHO34)

HccnenoBanne ypoBHs KaJabI[Usl B MO4Ye

Hccnenosanue 06s13aTeN-HO pU
HAJTMYHMU THIIEPKATBIINEMUH U/ WK
MPHU3HAKOB HE(POKAIBIIMHO3a

Taoauua 6. Pexomenganuu mo Ha0J101eHUIO 32 nanuednramMmu ¢ [ OO

NepuHaTaJIbLHONH/MIaIeHYecKoil (opMbl, MOJYyYaAOIIUMU Tepanuio acorasoii

anabQa.
Hccaenosanne YacroTa BBINOJHCHHS IIpumeyanns
Pentrenorpadus * BaXXHO JUI JUATHOCTUKHU

MOPAKEHHON YacTH
KOCTHOI'0 cKeJieTa
(pentrenorpaguu
yepena, rpyAHoO’
KJIETKHU, JVIMHHBIX

TPyO04aThIX KOCTeH

BEPXHUX M HUKHUX

KOHEYHOCTEM,
BKJIIOYasi KOCTH
KHUCTH, KOJJEHHbIH

[Tpu noctanoBke quarHosa, uepes 3,
6, u 12 MecsIIeB, U 1ajiee eKETOTHO
JUIS 3aIISICTHH U KasKAble 2 roja JuIs
KOJICH, WJIU 110 KIIMHHNYCCKUM
MOKAa3aHMUSIM

* KOMIUIEKCHOE 00CIIeIoBaHHe CKeeTa

* peHTreHorpagus 000X KOJICHHBIX CYCTaBOB,
JIy4e3aIsICTHBIX CYCTaBOB U I'PYJHOMN KJIETKU
HEOOXOIMMBI TSI MOHUTOPHHTA TEPATHH

* HEOOXOMMO PacCMOTPETh BO3MOXKHOCTh
KOPPEKTHUPOBKH O3B! acoTassl ajbda gepes 6
MECSIIEB JICYCHHUS NTPU OTCYTCTBUH YITyUIICHUS
WM €CITH HE BBISBJICHBI APYTHE TPHIHHBI
JIEKapCTBEHHOH HEeA(PPEKTUBHOCTH.

* COTJIACHO JTAaHHBIM MCCIIEI0BAaHUH YacTOTa
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HUccaenoBanue Yacrora BBHINOJHEHUS Mpumeuanns
cycrasB, MIPOBEJCHUSA - KKIble 3 Mecsia
JIy4ye3ansiCTHBIH

CyCTaB M JIp. B
3aBHCUMOCTH OT

KJINHUYECKOH
1
CUTYalNH)
* Ba)KHAs OIICHKA/KOHCYIIbTAIIVS TS JAHHOH
TPYIIIEI TAIUEHTOB
* obecrieyeHue ApIxaTeabHON (QYHKINU:
KOMHATHBIN BO3/TyX, OKCUT€HOTEpaIIus,
Ouenka HEWHBa3WBHas BeHTUsns aerkux, CPAP,
. Ipu mocTaHoBKe quarHo3a u ganee | BiPAP, uckyccTBeHHAst BEHTHIISIIUS JIETKUX,
pecnupaTopHoOi
10 TIoKa3aHusM (c 5 yier) TPaxeoCTOMUSI.
bynxmmu

* FICCJIEJIOBaHME CHA TIepe/I BEIMUCKOM U BO
BpEMsI OIICHKH JIbIXaTeIbHON QYHKITUU

* OlIEHKA JIETOYHOH (DYHKIIMH TIepe]] moieTaMu
— PaccMOTPETh BO3MOKHOCTh HMHUTAIIAA
THIIOKCHH Ha BBICOTE.

AHTpoONOMeTpHYECKHE
HCCTeI0BaHUS

[Ipu mocTaHOBKE MUArHO3a, KAXKABIE
3 Mecsma 1o 4 neT, ¥ ganee Kaxable
6 MecsIIeB

* JUIMHA TENa/pOCT, BEC, OKPYKHOCTb TOJIOBBI
* PYTUHHO IPOBOJIUTCS IIPU OCMOTPE BPayOM-
HenaTpoM

MoTopHbIe HABBIKH

[Ipu moctaHOBKe THMArHo3a, yepes 3,
6, 12 MecsI1IeB, 1 J1aliee €XXET0THO.

OIICHUBATh U3MEHEHHS NP TJIAHOBBIX
MOCEIIEHUIX

IIpu nocraHOBKE IUarHo3a,
€KEMECAYHO B TEUCHHUS IIEPBBIX 6
MecsIEeB, Jaee Kaxaple 3 Mecsna

¢ OLIEHMBATH MPH KaXKIOM IIOCEIEHUN Bpada
BoaeBbie omyumenus P P

be3onacHocThb
acorassl anbha

Bo3MoskHBIE HexXenaTenbHbIe SBIICHHUS Tepanuy acoTasoi anbda cm. [Ipunoxenne
A3.2

Hpumeuanus:

- Penmeenoepagpua nyuezanicmmnozo cycmasa (1e6020) 6 HPSIMOU NPOEKyuu Modcem Ovimsb
UCNOTL306ANAODTIL MOHUMOPUPOBAHUSL COCTNOSIHUSL SNUPU308 U OYEHKU KOCTIHO20 803PACA Y Oemell ¢
T'D©D 00 noopocmrosozo 8o3pacma u mMoxicem nPoBOOUMbCL eAHCe200HO.

Penmeenocpausi xocmeii cxenema exmouaem npsmvie NpoeKyuu CHynHel (Memamap3aibHule
xocmu), Oonuebepyosoll u MarodepyoBol Kocmell (8Kuouas 20J106Ky 0eopa), epyoHylo KIemKy,
Nn0360HOUHUK (+O0K08As NPOeKyUst), uepen (OHO uepend, 8KaUast O0KO8YI0 NPOEKYUIO).

C pocmom u 3axpvimuem dnuuzos, PeHmMeeHoSpaApuio NPOBOOm, 6 OCHOBHOM, XAPAKMEPHBIX
NpOONEeMHbIX  30H € UHOUBUOYANbHLIM NOOX000M, UmMoO Aseiiemcs 0olee NOJe3HbIM, UYeM
penmeenozpagus ececo cxerema. CKPUHUHEO08blE UCCACO08AHUSL Ol OYEHKU NPOSPeCcCUpOo8aHusl
npoyecca unu OCHOBHBIX OCIONCHEHUN (KUDOCKOAUO3, XOHOPOKATbYUHO3, CHUICEHUE MUHEPATbHOU
NIOMHOCMU) UMY  OCLONCHEHUL, XAPAKMEPHLIX OJisi PA3HbIX GO3PAMCHLIX NEPuodos (nanpumep,
KPAHUOCUHOCMO3 V Oemell, CMmpeccosvill NepeioM RNIIOCHeBOU KOCMU Y 83POCIbIX) OOJNCHbL
npPoBOOUMBCS 8 3A6UCUMOCTIU OM 803PACA.

Tabnuna 9 PekoMenaanuu mo MOHUTOPUHTY JIJIS MAIIMEHTOB JIETCKOTO BO3pacTta ¢ 6

mecsiteB 10 18 aer ¢ O, monyyaronux achorasy ansda, mo [18]
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HcciaenoBanue

Yacrora MmpoBEeACHUM

Ipumeyanus

Pentrenorpadusi nopa:keHHOM 4aCTH KOCTHOIO
ckeJiera (peHTrenorpaguu yepena, rpyIHoH
KJIETKH, JNIMHHBIX TPY04YATBIX KOCTeil BEPXHUX H
HHMKHHUX KOHEYHOCTEi, BKJII0Yasi KOCTH KHCTH,
KOJICHHBIH CyCTaB, JIy4e3ansiCTHBIA CyCTaB U Ip. B
3aBHCHMOCTH OT KJIHHHYECKOH CUTYyalllH)

[Ipu mocranoBke
JMarHosa, uepe3 6 u 12
MECSIEB, U Jajiee
€XErOIHO IS
3aISICTUN U KaKIble 2
rojia Juist KOJEHHBIX
CyCTaBOB, WX TIO
KIIMHAIECKAM
MOKa3aHUsIM

* KOMILIEKCHOE
o0cnenoBaHre KOCTHOMN
CHUCTEMBI IIPH
HEOOXOIUMOCTH

* C IBYX CTOPOH
JIy4e3aIsiCTHBIC
CYCTaBBI/KOJICHHBIC
CYCTaBBI TS
MOHHTOPUPOBAHUS TEPAITHH
* UCIOJIb30BAaTh IIKAJEI IS
OIICHKH TSKECTH PaxHTa

IIpoBenenune peHTreHOAEHCUTOMETPUH

Ha YCMOTPCHHE Bpaya,
HO HE pexe, 4eM
Kaxaele 2 roaa

e U1 JeTer < 3 jeT HeT
HOPMaJIU30BaHHBIX
3HAYCHHUI, MOYKHO
HCIIOJIB30BaTh a0COIFOTHEIE
sHauenns MIIK ms
OLIEHKH U3MEHEHUN

Omnpenesienue pecnupaTopHoii GyHKIUM:
¢ynknuu BHemHero Apixanus (PB/I)
(MccaenoBanue HeCIPOBOLUPOBAHHBIX
AbIXaTeJbHBIX 00beMOB M IIOTOKOB, NPH
HeoOxoamMocTH - UcciienoBanne abIXaTeIbHbIX
00beMOB ¢ MTPUMEHEHUEM JIEKAPCTBEHHBIX
NpenapaToB)

IIpu nocraHoBKe
JMarHo3a u aajuee 1o
MOKa3aHUAM

* Bpau-
OTOPHUHOJIAPUHTOJIOT
TpeOyeTcs AeTsAM cTapiie 5
JIET TIPU MOSIBIICHUN
MEPBBIX CUMIITOMOB IIPU
MOJIO3PEHUH Ha
00CTPYKIIUIO BEPXHUX
JIbIXaTeNbHBIX ITyTel

» ®B/] npu nono3peHuu Ha
CHIDKCHHME JIBIXaTCIbHOM
GbyHKIMHA

* e)KerojiHas OlleHKa
COCTOSIHHS y TIAITUEHTOB C
OpoHXOMAJISAIHEH 1
JIApUHTOMATISIIUCH.

IIpHU IIOCTAaHOBKC

¢ TOJIBKO IIOCJIC

3yonI Har"o3a, peryiIsIpHbIN
y A > PErYID pope3bIBaHus 3yOO0B
TUT'HCHHUYCCKUU yXOI[
* IUTMHA/POCT, BEC
[Tpu mocranoBke 5 poct, Bec,
OKPY>KHOCTD TOJIOBBI
JIMarHo3a, Kakaele 3
AHTpOnOMeTpHUS * PYTHHHO TPOBOUTCS MPU

MecsIa 10 4 net, ganee
Ka)KIble 6 MeCAIEB.

0CMOTpE BpPauOM-
IeIMaTPOM

Ouenka pa3BUTHA

MIPH MTOCTAHOBKE
JIMarHo3a

* POBOAMTCS BPayOM-
e INATPOM/BPATOM-
TEparneBTOM

MoOujabHasi aKTUBHOCTh

IIpn nocranoBke
JMarHosa, uepes 3
MecsIa U jajnee
€XKEroJIHO

* TeCT 6-MHHYTHOH X01b0BI
(amOymnaTopHO neTsIM

> 5 nierT)

* AIMS nu

GMFM BO3MOXHBI 1JIst
HpI/IMCHCHI/IH JACTSAM
MJIaJIIIero BO3pacTta

* 110 BO3MOKHOCTH OIICHKA
B CpPaBHEHUU BUEO3aMKCeH
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HcciaenoBanue

Yacrora MmpoBEeACHUM

Ipumeyanus

INoxoaka

IIpu nocraHoBKe
JMar’Hosa, uepes 6

Jaj1ec CHKCToJHO

MecAIeB u 12 MecsIes,

* JIOTIOJIHUTENIbHYIO OLICHKY
MO’KHO BKJIFOUHTE 110
pe3yabTaTaM OCMOTpa Ha
12 MecsieB

MpIleyHast cCHJIAa

[Ipu mocranoBke

MeCSLIEB, 3aTEM
€KEroHO

JMarHosa, yepes 6 u 12

¢ AMHAMOMETpPUs, OLICHKA
CHJIBI 3aXBaTa U CHUJIbL
3aKuMa

IIpu nocraHoBKe

JMarHosa, uyepe3 6 u 12

* MOHUTOPUPOBAHUE
cnyqaeB ' OP u acimpanuun

KKT MECHLEB, Jalee (IOBTOpHBIE
€XXEroIHO MONEPXUBAHMUS,
ITHEBMOHUH )
* OIICHKA HYyTPUTUBHOT'O
Ipu mocTaHOBKE CTaTyca, BKJIIOYasi ypOBEHb
IMuranune JMarHo3a U jaiee KaJIbIAs/HOHU3UPOBAHHOTO

CXKETOJHO

KaJIbIIUs B KPOBU,
BHUTaMHHBI

Be3onacHocTh acorassl anbpa

Bo3MokHBIC HeXKeIATEIbHBIC SIBICHUS TSPATUH
ac¢orazoit anbda cMm. [Ipunoxkenne A3.2

Tabnuna 10. PekoMeHgamy no MOHUTOPUHTY JJIs B3pOCIbIX ManueHToB (c18 net) ¢

'O, nonyyaronux achorasy anbda, mo [18]

HccaenoBanue

Yacrora npoBeaeHust

IMpumeyanus

Pentrenorpagus nopasxkeHHoi yacTu
KOCTHOIO0 cKeJieTa (peHTreHorpaguu
yepena, rpyAHON KJIeTKH, TJIMHHBIX
TPYOUATHIX KOCTEH BEPXHUX U HUKHUX
KOHEYHOCTEH, BKJII0Yasi KOCTH KHCTH,
KOJICHHBIH CyCTaB, JIy4e3ansiCTHbIN
CyCTaB M JIP. B 3aBUCUMOCTH OT
KJIMHUYEeCKOM crleyauml)1

ITpu mocTaHOBKE TMarHo3a u
gepe3 | roJ1, Mo MoKa3aHusIM

* KOMIUIEKCHOE 00CJIeA0BaHIE
CKEJICTHOM CHCTEMBI I10
IMOKa3aHHUSIM

hd I/IHTepHpeTaHI/IH HpOBOZ[I/ITCH
Bpa4yOM-PEHTTEHOJIOTOM
(cmenanucToM 1o
CKEJIETHBIM JTUCTLIA3HUsIM )

* BBLISIBJICHHE
HC@BHOHepeHOMOBl i
MaTOJIOTHYECKUX nepeHOMOB2

IIpoBenenne peHTreHOAEHCUTOMETPUH

Ha ycMotpenue Bpaua, He
pexe 1 paza B 5 et

* IepBOHAYAIILHAS OIICHKA
PHUCKOB MEPETOMOB
He3aBucHMO OT DD

« 3gauenuss MITK
a0COJIFOTHOM HEOOXOIUMBI
JUI MOHUTOPUPOBAHUSA
W3MEHEHMH B TMHAMUKE

MarauTHO-pe30HaHCHasi TOMorpadus
KOCTHO#M TKaHM (oaHa o0jaacTh)/
MarnuTtHo-pe3oHaHCcHasi TOMorpadusi
cycraBoB (oauH cyctaB)/MarHutHo-
Pe30HaHCHAs TOMOrpaus CycTaBoB
(oaMH cycTaB) ¢ KOHTPACTHPOBAHHUEM

110 IMMOKa3aHUusIM

® paHHEC BBIABJICHUC
CTPECCOBBIX, MATOJIOTHYECKHX
nepesnomoB’ 1 oTexa
KOCTHOT'O MO3ra

* MOHUTOPHHT COCTOSTHHSI
CyCTaBOB

Buoncus Koctn

HpI/I MOCTAHOBKE AWAarHo3a 1

* 0COOCHHO Cpe/Iv MAIUeHTOB
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HccnenoBanue

Yacrora NMpoBEACHUN

I[pumeyanus

NP TUIAHOBOM BEJICHUU Ha
(doHe Tepanuu, eciii Ha
HEOO0XOAMMOCTD YKa3bIBAIOT
MapKepbl MeTabonu3Ma
KOCTHOM TKaHH, Ha
YCMOTpPEHHUE Bpadya

C TOTIOJTHUTEILHBIMH
(dakTopamMu puCKa

* BO3MOJKEH PHUCK Iepesioma
Ha MECTe OMOTICUH

* He0OXO0MMEBI cOOp,
00paboTKa 1 aHAITN3
CHENUAUCTAMH, ONTBITHHIMU B
OTHOIIICHUH pabOoTHI C
MeTab0INISCKIUMH
HApPYIICHUSIMH KOCTEH

3yonb1

MIPY TIOCTaHOBKE JINArHO03a U
Jlaiee IpopHIaKTHIeCKHE
CTOMATOJIOTHYECKUE OCMOTPBI

* COOOIINUTH Bpavy-
CTOMaTOJIOTY/Bpady-
CTOMATOJIOTY JIETCKOMY €CJIH
€CThb MPOTPECCUPYIOLINE
W3MEHEHUS 3y00B) WIIH
Hayara Teparnus acdora3oit
anbda

MoOniabHasi AKTHBHOCTH

[Ipu nmocTtaHOBKE AMAarHosa,
gepe3 3, 6, 12 mecses, qanee
€3KEroIHO

* HE COBMEUIATH C
MIPOBEJICHHEM OUOTICHU
KOCTEH, 9TO MOXET HAPYIINUTh
MOABMKHOCTh

* TeCT 6-MHHYTHOH XO/b0BI

MpIlIeyHast cCHJIAa

IIpu nocraHoBKe qUarHosa,
yepes 3, 6, 12 mecsues, u
Jajee €XeroaHo

* AMHAMOMCTPU

Iloxoaka

[Ipu nmocTtaHOBKE AMAarHosa,
yepes 3, 6, 12 mecsues, nanee
€KEroHO

* IPU BO3MOXKHOCTH -
HCIIOJIB30BaTh BUIEO3AIIICH C
MOXOAKOM HJIN
HaOJIIONaTebHBIN aHATIN3
ITOXOJIKHU

Onenka 001u

[Ipu noctaHoBKE qUarHosa,
gepe3 3, 6, 12 mecsies, nanee
€XErogHo

KKT

110 IMOKa3aHUusAM

* [0 COBPEMEHHBIM JaHHBIM
MIOKA3aHo, YTO y TTAIUCHTOB
I'®D moryT oTMeuaTbes
(YHKITMOHATEHBIC
Hapymenus XXKT wmm
MPOOJIEMBI C MPUEMOM TTHIIH
* BEpOsITHA HEOOXOIMMOCTh
KOHCYJIbTallUU Bpaya-
racTpO3HTEPOIIOra

IIuTanne

HpI/I IOCTAHOBKE AWArHo3a 1
110 IMOKa3aHUusAM

¢ HCT HeO6XOI[I/IMOCTI/I 1A
BCEX

Bbe3onacHocTs acorassl anbpa

Bo3MmoxHbIE HEXENTaTeNbHbIE SBICHUS TCpannun aC(l)OTaBOfI

anbda cMm. [Ipunoxenue A3.2

Ipumeyanus

1-
HC@B()OI’Z@])@JZOMI)Z —pa3H06u()HOCI11b namoilocuveCcKux nepejiomos, Komopbsle Ha peHmeeHocpamme

npoA6IAIoOmcs 6 suoe Y3KUX PEHNMCEHOHe2camUBHbLX NOJ10C, COCMOAWUX U3 NIIOXO MUHEPATIU306AHHO20

U30LIMOUH020 OCMeoudd 8 KOpKO6OM seujecmee Kocmu.
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2- .
Tlamonoeuuecxue nepeiomosl npoucxodﬂm 6 UBMEHEHHbIX KOCNIAX HA quHe HOpMAlbHOU HACPY3KU.
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Ipuioxkenue b. AlIropuTmMsl 1eMCTBUH Bpaya

MaumeHT c nogo3peHnem Ha FOP

!

AwnarHoctuka

}

KoHcynbTauua
NPopUNbHOrO HET OdwnarHos
«—
cneumanucta
NnoATBEPXKAEH?

JA

HET OducnaHcepHoe
HabaogeHne u neyeHme

C nepnoany4ecknm
KOHTpO/EM B

Ectb
NOKa3aHuA K
»3T ?

cneuman3npoBaHHOM
neAnaTpUYEcKom
JA l oTAeneHnn
Tepanus B cTauMoHape
v
MOHWUTOPUHT COCTOAHUS —
naumeHTos, nonyvatoumx 3T | —> Peabuauntauus
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IMpuioxenue B. Uudopmanus 1/ NauMeHTOB

I'mnodocdarazus (I'®D) 310 penkoe BpoXKACHHOE (TEHETHYECKOE) IPOrPECCUPYIONISe
3a0o0JieBaHUE, CUMIITOMBI KOTOPOTO MOTYT MPOSIBUTHCA B JII0OOM Bo3pacTe. PacrpocTpaHeHHOCTh
['®® kpaiine HU3Kas, IO OLIEHKAaM B Pa3HbIX CTpaHax - oT 1 mauuenTa Ha 100 Thics4 HaceneHus
10 1 Ha 300 teicstu. [Ipuunnoit 'OD sBasercs myranus B rene ALPL, B pe3ynpTaTe KOTOpOil B
OpraHM3Me€ 3HAYUTENIbHO CHIJKAeTCS AaKTUBHOCTH INeNoyHOM Qocdarassl — depmeHra,
BBITMOJHSIONIET0 BAXKHEHIIIYIO pOJIb B CTPOUTENIHCTBE M MUHEpalU3aluu KocTted u 3yooB. [lpu
neunute menoyHol ¢ocdarazbl B KOCTSAX HapyIMIAeTCs YCBOCHHE MHUHEPAIbHBIX BEUIECTB
(kampust U Qocdopa), OHU CTAHOBSATCS HEIOCTATOYHO KPENKHUMH U JIETKO TIOJIBEPIKCHBI
nebopManusM U mepenoMam. Y JeTeld XapakTepHbIM mposiBieHHeM [P  sBustorcs
paxutudeckue nedopMaluu CKelera, 3aJepKKa pocTa M Pa3BUTHUA, MPEXKIECBPEMEHHOE
BbINa/ieHue 3y00B, a y B3pOoCibIX — 00JIb B KOCTSIX, YACThIE NIEPEIOMBI, BHIPAYKEHHAs! MbIIIEYHAs
c1abocTh, BIUIOTH /10 HEOOXOAMMOCTH HCIOJB30BaHUS HHBaJIMAHOTO Kpecia. Ho momumo
ckenera, ['@D oxa3blBaeT BO3ACHCTBUE U HA JAPYrHE€ OpraHbl U CUCTEMBI: IPU HU3KOM YpPOBHE
nienouHoi ¢ocdartazpl MOXKET Hapymiarbess (YHKUIUS JIETKUX, MOYEK W HEPBHOM CHCTEMBI,
cTpagaer oOuiee pa3BuTHe. TspkecTh 3a0oseBaHMsI, Kak MPAaBUIIO, 3aBUCUT OT TOTO, B KaKOH
MOMEHT ['DdD cebss mposBuiIa - HAUOONBIIYI0 OMACHOCTh OOJIE3Hb MPEACTABISICT A
HOBOPOXJEHHBIX, MJIQJICHIIEB U AETeil, HO U y B3pociblx ['®D MOXKET NPUBOAUTH K TAKEIBIM,
WHBAJIUIM3UPYIOIIUM TOCIHEACTBUSIM, YTO HETaTUBHO BIHUsAET Ha oO0IIee COCTOsHUE,
pabotocrnocoOHOCTh U 00pa3 KU3HU MAIlMEHTOB.
Hacnenosanmue.
Hacnenyercsa ['nnodocdatasus no oqHoMyY U3 ABYX THIIOB:

1. AyTOCOMHO-PELIECCUBHBII THIl HACJI€JOBaHMs - NALMEHT HacJleayeT 2 IeHa C

MyTaluel, Mo 0JHOMY U3BMEHEHHOMY T'€HY OT KaXI0ro U3 POJIUTENEH.

2. AyTOCOMHO-ZOMHUHAHTHBIA THI HAcjleI0BaHUS — HaciaeayeTcss 1 TeH ¢ MyTaiuei

(OT 01HOTO M3 pOJUTENEi), IPH ITOM TUIIE JOCTATOYHO TOJIBKO OJTHOW MYyTalllH, YTOObI

6one3np cebst mposBuia. He kaxmas MyTanusi MOXKET OKa3blBaTh TaKOe BO3CHCTBUE.

DTO ompeaesieHHbIE MyTalud. bBOJBIIMHCTBO HOCHTeNelH Oo0ye3Hn HE HMEIT

KJIIMHAYECKUX ITOSIBICHUHN

Kak craBuTcs 1uarsos.
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Bpaun Ha OCHOBaHMM KIMHMYECKHUX CHMIITOMOB MOTYT 3aIllOA03pHUTh 00Jie3Hb. B aTOM Ciydae
MPOBOSITCS JTAOOPATOPHBIE TECTHI W PEHTTEHOJIOTHMYECKOE HCClieoBaHue Kocte. OmHuM u3
CaMBIX Ba)KHBIX TOKAa3aTeNel SBISETCS aKTHBHOCTH (hepMeHTa mienouHoi Qocdarasbl, y Beex
MAlMeHTOB B aHAJM3€ KPOBH 3TOT IOKa3aTeslb OyIeT CHIKEH. Takke H3MepsieTcs ypOBEHb
MHUHEpaIbHBIX BEIIECTB (Kaiblui, ¢ocdop), BuTamMmuHa J[ 1 TOPMOHOB, OTBETCTBEHHBIX 32 HMX
oOmeH. [Ipu couyeTaHMHM KIMHUYECKUX NMPU3HAKOB, OTKJIOHEHHH JTaOOpaTOPHBIX MOKa3zaTesel u
BBISBJICHHUSI XAQpaKTePHBIX M3MCHCHHMI HAa PEHTTCHOTpaMMaxX yCTAaHABIMBACTCS JUATrHO3
I'unodocdarasus. g JOMOTHUTEIHHOTO MOATBEPXKACHHS TUAarHO3a Bpad MOXET Ha3HAYUTh
TEHETUYECKOE MCCIICIOBAHKE JIJIsl BBIBICHUS MyTaruu B reHe ALPL.

JleueHue.

['umodocdarasusi OTHOCUTCS K YHCITY HACICACTBEHHBIX OOJIE3HEH, IJII KOTOPBIX CYIIECTBYET
neyenne. CoBceM HemaBHO Oblla pa3paboTaHa crenuaibHas (EpMEHTHAs 3aMECTUTEIbHas
tepanusi. CyTh Tepamuy 3aKJII0YaeTcsl B TOM, YTO MAIMEHTY PEryJISpHO BBOAAT HEIOCTAIOIIUN
dbepMeHT B BHUJC TOJIKOXHBIX WHBEKIUH. [Iporieaypa HACTONBKO HECIOXKHAS, YTO ITAIIMCHTHI
MOTYT TIOJTy4aTh JICYCHHE Ha AOMY. D(PPEKT Tepanruy BO MHOTOM 3aBUCUT OT TOTO, KOTJa OBbLIO
HayaTo JieueHue. [Ipu panHeM Havasme GEepMEHTHON 3aMECTUTEIHLHOM TEpariy BBIIIE IIAHC, YTO
OyIeT HNOCTHTHYT OXHuAaeMblii 3Qdekt, u y peOeHKa MOSBUTCS BO3MOXKHOCTH pPacTU U

Pa3sBUBATHCA, HpI/I6JII/I)Ka$ICI) K BO3paCTHBIM HOpMaM.

Oo0wmecTBenHbie opranuszanuu Poccun

[TatmenTs! ¢ auarHo3om rumnodocdarasus UMEIOT BO3MOXKHOCTD JieduuThesi B Poccun. Tlomoub
NanUeHTaM MOJyYUTh JICUEHUE, TOBBICUTh HHPOPMUPOBAHHOCTH OOIIECTBA O PEIKUX OOJIE3HSIX,
a TaKXeE I[O6I/IBaTI)C$[ NPOABMIKCHUSA 3aKOHOJATCIIbHBIX HWHUIUATHB B o0acTu Op(i)aHHBIX

3a00JIeBaHUM MOTYT O6H.I€CTB€HHBI€ OpraHHu3anunu.
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Ipuioxkenue I'1-I'N. llIkajabl oneHKH, BOMPOCHUKHU U IPyrue OleHOYHbIe
HHCTPYMEHTbI COCTOSIHUSA MAIUEHTA, IPUBeIeHHbIC B KIIMHUYECKUX
PEeKOMEeHIANMUSAX

Hpuiaoxenue I'l HIkana cy0beKTUBHOM OLEHKH NEPEHOCUMOCTH (PU3HYECKOMI

Harpy3ku (mkaJjia bopra) (Borg scale)

HUcrounnk: [49, 50, 51].

Tun: mkana oneHKu

Ha3nayenue: cyObEeKTUBHOM OLIEHKA IEPEHOCUMOCTH (PU3HUECKOIN HArpy3Ku

OueHOYHBIH HHCTPYMEHT: 1IKajIa

Conep:kanue u KJI04:

[TarueHT momyvaet HHCTPYKIUHU 0 OIICHKE OJIBIIIKY BO BpeMs (hu3udeckoi Harpy3ku: ot ()
0aJJTOB - CIIOKOMHOE JbIXaHKE, HET OILIYIICHHS OJIBIIIKY U aaiee — 10 10 6aioB, Koraa oAbIKka

MaKCHMaAJIbHA. OI_ICHI/ITC CBOM OLIYUICHUA B HaACTOSIIUH MOMEHT.

Banisl OuryuieHust OABIMNKH
0 OTtcyTcTBYeT
0,3
0.5 [TpakTruecku HeT (e/1Ba 3aMeTHas)
0,7
1 0
YyeHb ciadas
15
2,5 Jlerkas onpIiika
3 JI0BOIBLHO TsDKeIas OJIbIIIKA
4
5 Tspxenas oJpIIIKa
6
7 CunpHO BBIpaKEHHAS TsDKETas OJIbIIIKA
8
9
10 OdeHb BhIpaKEHHAs TsDKENas OJIbIIIKA (Ha mpeienie BO3MOKHOCTEH)
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