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1. Metoaojorus

MeToabl, HCIIOJIb30BAHHDBIE IS COOPa/cesIeKIIUN 10KA3ATENbCTB:

[Touck B 37EKTPOHHBIX 0a3ax JTaHHBIX.

Onucanue MeTO10B, MCNIOJB30BAHHBIX 111 cOOpPa/ce/IeKIMHU J0KA3ATEeIbCTB:

JlokazaTenpHOM  0a30ff Juii  PEKOMEHJALM  SBISIOTCS — IyOJIMKAalWH, BOLICIIINE B
KoxpaitHoBckyto Oubnmnoteky, 0a3pl ganHeix EMBASEMMEDLINE. I'my6umna mnoucka
cocTaBuia 5 JIET.

Mertompl, UCIIOIB30BAHHBIE /JIs1 OIIEHKHM KA4eCTBa M CHJIBI JI0OKA3aTEIbCTB:
- Koncencyc skcrieptoB

- O1ieHKa 3HAaYUMOCTH B COOTBETCTBUU C PEUTHHTOBOM cXxemoi (Tadu. 1).

MeTo/bl, HCIIOJIb30BaHHBIE VISl AHAJIN3A I0KA3aTeJIbCTB:

- 0030pBI MyOTUKYEMBIX METa-aHAIH30B;

- CUCTEMAaTHYECKHE 0030phI ¢ Ta0IHUIIaMU JOKA3aTEIbCTB.

OnucaHnye MeTOA0B, HCIOJIb30BAHHDBIX IS AHAJIHN3A J0KA3aTeJIbLCTB:

[Ipu otOope myOnukanuidi, Kak TOTCHIMAIbHBIX HCTOYHUKOB JIOKa3aTeNIbCTB,
MCIIOJIb30BAaHHAs B KA)KJIOM UCCIIEJOBAHUM METOAOJOTHS U3YydaeTcs U TOro, YTo0bl yOeTuThCs
B €€ BAIMAHOCTH. Pe3ynpTar wW3ydyeHUsT BIMSIET Ha  YPOBEHb  JIOKA3aTEJbCTB,
MPUCBAEMBINIYOIMKIIMM, YTO B CBOIO O4YEpEeAb BIUSET Ha CHIIY BBITEKAIOIUX U3 Hee
PEKOMEHJAITHH.

Ha nporecce onieHKu, HECOMHEHHO, MOXKET CKa3bIBaThCsl U CyOBEKTUBHBIN (axTop. s
MUHMMH3ALUHU TOTEHIMAIBHBIX OIIMOOK KaXK/10€ UCCIIeJ0BaHUE OILIEHUBAJIOCh HE3aBUCUMO , T.€.,
[0 MEHbIIEH Mepe ABYMsI HE3aBUCUMBIMU WieHaMu pabouelt rpynmnbl. Kakue-nubo pasnuuus B
OIIEHKaxX 00CYKIAJUCh YK€ BCEH TPYMION B IOJTHOM COCTABE.

Tabauubl 10KA3aTEILCTB:

Tabnuibl [oKa3aTeNbCTB 3aMOMHUINCH WieHaMH paboueil rpymimbl.
Meroasbl, HCIIOJIL30BAHHbIE 11 (POPMYIMPOBAHUA PEKOMEHAIMIA:
KoHceHcyc 3kcnepTos.

PeiliTuHrOBasi cxema /IUIsl OLIEHKH CHJIBI peKoMeHaanui (Tadmma 1):

YpoBeHb Onucanue

Cuna PCKOMCHAalINN

A CunpHbIC APTYMCHTBI 3a IPUMCHCHUC 5TOI'0 MCTOAa

B Y6enurenbHbIe apTyMEHTHI 32 IPUMEHEHHE 3TOT0 METO/1a




C CnaOble apryMeHTHI 32 IPUMEHEHHE 3TOT0 METO/1a

D CnaOble apryMeHTHI IPOTUB IPUMEHEHHUS 3TOTO METO1a

E CuipHbIE APTYMCHTBI IIPOTUB ITPUMCHCHUA 3TOI'0 METOAA

YPOBCHB J0Ka3aTCJIbHOCTHU

I [TonTBepkneHo Ooyiee 4eM OAHUMPAHIOMU3UPOBAHHBIM KOHTPOJIUPYEMBIM
UCCIIeIOBaHHEM

I [ToaTBepxieHo 6oee YeM OJJHUM HEePaHJOMHU3UPOBAHHBIM KJIMHUYECKUM
UCCIICIOBAaHHEM; HECKOJIBKUMH aHATUTHYECCKUMH UCCIICIOBAHUSAME OoJiee, 4YeM 13
OJTHOTO TICHTPA,

i HOI[TBep}KI[eHO MHCHUEM OKCIICPTOB, KIMHUYCCKHUM OIIBITOM, OITMCATCIIbHBIMU
HCCICA0BAaHUAMU, SKCIICPTHBIMHU KOMUCCHAMMU

HNuaukaropsl 1o6pokadecTBennoii npakruku (GoodPracticePoints — GPPs)

Pekomennyemass noOpokadecTBeHHasl MpakTUKa Oa3upyeTcs Ha KIMHUYECKOM OIBITE
YJIEHOB paboyeil rpymisl Mo pa3paboTKe PeKOMEHIAIUH.

DKOHOMHUYECKHNH AaHAJN3:

AHanu3 CTOMMOCTH HE TPOBOAWICA W MyOnukanuu 1o (apMaKOIKOHOMHUKE He
AQHAJIM3UPOBAJIUCE.

Metoa Banuau3anuu peKoMeH/1anuii:

- Baemnss skcnepTHast OleHKA.

- BHyTpeHHs1s 2KCiepTHas OLEHKA.
Onucanune MeTo/1a BauAU3alMi PEKOMEH 1alluii:

HaCTOHH_II/Ie PEKOMEHAaluu B HpeﬂBapHTeHBHOﬁ BEpCUU ObLIH PCOCH3UPOBAHBL
HE3aBUCUMBIMH DJKCIICPTAMH, KOTOPBIX IOIMPOCHUIIM IPOKOMMCHTHPOBATH MPCKIAC BCEro TO,
HACKOJIBKO MHTCPHIPLETAUA JOKA3aTCIIbCTB, JIC)KAINIUX B OCHOBC pCKOMCHHaHHﬁ, AOCTYIIHA IJIsA
IIOHUMMAaHUs.

[TonyyeHbl KOMMEHTapuHM CO CTOPOHBI Bpayell IIEPBHUYHOIO 3BEHA M YYaCTKOBBIX
NEJUaTPOB B OTHOLIECHUU JOXOAYMBOCTH M3JIOKEHHS PEKOMEHAALMN U UX OLIEHKH BaXKHOCTH
peKoMeHIalui KaK pabo4yero HHCTPYMEHTa OBCETHEBHOM MPaKTHKH.

[IpenBaputenbHas Bepcus OyAeT TaK)Ke HaIpaBlieHA pPEHEH3EHTy, He HUMEIoIeMy
MEIUIIMHCKOTO 00pa3oBaHUsA, JJISA TOTYYSHHUS KOMMEHTApHUEB C TOUYKH 3PEHHS TEPCIICKTHB
MaIeHTOB.

KoHcyabTanuu 1 3KCnepTHAsI OLEeHKA:

[locnennue wW3MEHEHHs B HACTOSAMIMX PEKOMEHIAUMAX OBbUIM IpeJICTaBICHBl s
JIMCKyCCUU B TpeaBaputTenbHO Bepcuu Ha Konrpecce sHmokpunosoroB 20-22 mas 2013 r
(r.MockBa), Ha KOH(pepeHIMUDHIOKpUHONOorua B neauarpun (MockBa, 13 nexabps 2013) .
[IpenBapuTenbHas Bepcusi BhICTaBJIEHA JJIsl IIMPOKOro odcyxaeHusa Ha caiire DHL, mia Toro,
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4TOOBI JIMIIA, HE YYaCTBYIOIIME B KOHTpecce M KOH(EPEHIHIX, UMEM BO3MOKHOCTh MPHHSTH
y4dacTue B 00CYXJIEHHUH U COBEPIICHCTBOBAHUN PEKOMEHIAIIHH.

PaGouyas rpynna:

JUis  OKOHYATEeNbHOW pEJaKIMH W KOHTPOJIA KadecTBa pEKOMEHAAnuu OyayT TOBTOPHO
[POAHAJIM3UPOBAHbl WIEHAMHM paboyeil Ipymnmnbl, ¢ LEIbI0 OLEHUTb, YTO BCE 3aMEYaHus U
KOMMEHTapUU 3KCIIEPTOB IMPUHATHI BO BHUMAHHUE, PUCK CHCTEMAaTHYECKUX OLIMOOK IpU
pa3paboTKe peKOMEeHJali CBEIEH K MUHUMYMY.

Cwita pexomennanuii (A-E, I-111) npuBoauTcs nmpu U3J10KEHUU TEKCTa PEKOMEH AT



1. OnpenesieHue  3THOJIOTHUS

1.1. Onpenenenue
['mmonapatupeo3— CHUHAPOM, KOTOPBIH TPOSBISETCS THUMOKAIbIIEMHUEH W
00yCIIOBJICHHAPYIIICHHEM CHHTE3a, CEKpPEIUH WM MepHuPEpUIeCKOro ICHCTBUS

apaTropMoOHa.

1.2. OTnonorus

['mnonapaTupeo3— 3THOJIOTHYECKH T€TEPOTeHHOE 3a00JIeBaHUE.

VY nerer U MOAPOCTKOB Yallle TPUUYMHON TUIIONIAPATUPE03a SIBIIIETCAOIHO U3
HACJICJICTBEHHBIX 3a00JI€BaHUM, CONPOBOKAAIONIUXCA HAPYIICHUEM dMOPHOTEeHE3a
WM ayTOMMMYHHOM JECTPYKLIMEH MapaluTOBUAHBIX KeJe3, a Takke JePeKTaMu
pelenTopoB, oOeclneunBaIMX Mepudepuueckoe ero JIelcTBUE B TKaHSIX-
MHUIIEHAX. Takke BCTpeUaeTcs y AETEed W MOCIEONEPAlMOHHBIN TUMONapaTUpe0s

KaK OCJIO)KHEHHE TUPEOUIIKTOMHUH WM TOTaJIbHOM napatupeonadkromun(Tao. 1).



2. IHarHoCTHKA

Ilnan o0c/ieoBaHMs MALMEHTA C THIIOKAJIbIeMueil (puc. 1)
| 3Tan. [lepBruuHasi AMATHOCTHKA ITHNIONAPATHPE03a

OI[HI/IM N3 OCHOBHBIX HpOHBHeHHﬁ TuImoIapaTupeo3a ABJACTCA THIIOKAJIBICMUSA —

HU3KUMN YPOBCHb HOHU3HUPOBAHHOI'O KAJIbIHUA B CBIBOPOTKEC KPOBH.

HepBI/I'-IHOMy 06CJI€I[0B3HI/IIO C OCJIbIO TUArHOCTHUKHU THIIOIIaApaThpCOo3a IOAJICKAT
MMalUCHTBI, Y KOTOPBIX MHMCIOTCA KIMHHUYCCKUC IIPOABJICHUA, XapPaKTCPHBIC
JIATHITIOKAJIBIICMHUH.

Knunnueckne cMMITOMBI THITOKAJIbOCMHUH B OCHOBHOM O6YCJIOBJI€HBI

HapymcHUECM HepBHO-MBIHleqHOﬁ nepeaadu:

» Cynoporu (B TOM YHCJIe TeHEePaIN30BaHHbIC TOHHKO-KIIOHHYCCKHE);

» Cna3Mbl OT/ICIBHBIX MBIIII] JIUIA, KHCTECH, KapIoIeAaIbHbIN pediekc —
«pyKa aKyliepa» B BUJE CBEICHUS NAJbIEB C YIbHAPHON JE€BHAIIUEN KUCTH;

» Mpiieunas ¢1a0b0CTh;

» bonu 1 mapecTe3uu B MBIIIIAX TOJICHU, CTOII, MPEATUICYbS KUCTEH, JTHIa
(HampuMep, TUMTUYHO OHEMEHUE BOKPYT PTa);

» Jlapunarocmazm

A\

Hapymenus cepaednoro putma (cuHpom yaymmHeHHoro QTuap)

» YV HOBOPOKJIEHHBIX THIOKATBIIEMHUS MOXKET MPOSBISATHCS TOJBKO TTOXUM
HAa0OpOM Beca U OOMJIBHBIM CPBITUBAHUEM, HO TAK)KE€ MOXKET U
IE€HEPAIM30BAHHBIMHU CYJIOPOTaMH, alTHO? U OCTPOM CEPACYHO-COCYAUCTOU
HEJI0CTaTOYHOCTHIO;

[Ipu ocMOTpe MOTYT ONPENEIISITHCS:

» CumnToM XBOCTEKa — COKPAIIEHUE MEMHUYECKUX MBI IPU MTOCTYKHUBAHUH

HaJl BEPXHEYEIOCTHOM JyTOU BJOJb ITPOEKIMH JIULIEBOTO HEPBA;



» Cumrrom Tpycco — caBieHre MaHKETOW TOHOMETpa B 00JIacTH Ijieda (Ha
5 — 15 MM pTCT BBILIE CUCTOJUYECKOTO) B TEUEHHE 2-3 MUHYT IPOBOLIUPYET
KapIoIeJalbHbIH Cl1a3M (CBEICHUE MAJBLEB C YIbHAPHOU JeBUAIUEH
KHCTH)
[Tpu JUTENBHO CYLIECTBYIOMIEH IMIOKAIBLIEMUH IIPU NEPBUYHOMN TUArHOCTHKE

MOI'yT 06H&py>KI/IBaTI)CH OCJIOKHCHUI.

» KanpimHate B 001acT 0a3anbHBIX TaHIHEB (cuHApoM Dapa),
BoisiBIIsieTcs pu KT ronosHoro mosra
» Karapakra

» Tunomnasus 3yOHOH 3Manu (y AeTel MIIaaIiero Bo3pacra)

Hu oaHO W3 KIMHMYECKMX TMPOSIBJCHHMHA He SIBJSETCH CTPOro
cnenupuYecKNM KpPUTepHeM AHATHOCTHKH TMIIONApPAaTHpeo3a U Tpeldyer
JaboparopHoro moarBep:xkaeHusi. JIo0oi U3 BbllIeNepeYUCIeHHbIX
CHMIITOMOB SIBJISIETCSI OCHOBAHMEM /IJI M3MEPEeHHUS KAJIbIHUA B CHIBOPOTKE

kposHu [Bll].



I[aHHI)IG aHaMHC3a

e Hanuume y mamuenTta 3a0oJyieBaHMS, OJHUM M3 KOMIIOHEHTOB KOTOPOTO
MOJKET OBITh THITOIIAPATHPEO3

e XUpypruvyecKkrue BMEMATEIhCTBA B 00JIACTH IIICH

e Hanuume OMM3KHUX POJCTBEHHUKOB, CTPAIAIOIIUX HACIEACTBEHHBIMU
3a00JICBaHUSIMA, OJHUM M3 KOMIIOHEHTOB KOTOPOTO MOXET OBITh

TUIIoIapaTupeo3

HaHI/ICHTBI 0e3 Kakux-Iu00 KIMHUYECKUX HpOiIBJIeHI/Iﬁ ruroiiaparupeo3a, HO
HUMCIOIIHNEC 3a6OJ'IeBaHI/Ie, KOMIIOHCHTOM KOTOPOI'0 MOKCT OBITH rumnoImapaTupeos, a
TAaKXKXC POACTBCHHHKaM C TaKHUMH 3a00J1eBaHUSIMU HGO6XO,Z[I/IMO I'CHCTHUYCCKOC
KOHCYJIbTUPOBAHHUC, CHCHH(l)H‘I@CKOC 06CJ'ICI[0BaHI/IC, BKIIIOYAaOMHUEC T'CHECTUYCCKYIO
AUArHoCTUKY /M IMPOBCACHUC YTO‘IHHIOIllefl JUArHOCTUKM Ha HaJIU4uc

cyOKIIMHMYecKor ruonokanbiiemMun (cM Il atan quarHocTukm).

Ha nepBom 3tare o0cie1oBaHus HEOOXOAMMO TPOaHAIM3UPOBATH CIICTYIOIUC
nadoparopHbie mokazarenu [Bl]:
- Kanvyuii 06wuti 6 cieopomre kposu
- Kanvyuii uonuzuposannsiii 6 coleopomie kposu (Cammonwv/n
+0,02*(40 — anvoymun 2/n)
- Docghop opeanuueckuti 8 coleopomke Kposu
- Ilapameopmon
- Hlenounas gpocpamasa
- DKepexkyus Kanvyusi ¢ MOYOU = Kaibyull 8 Moye/(Kpeamutut 8
Moye*KpeamuHuH 8 niasme)
- 25(0H)D

- MacHuu



- OxckpexyusayAM® c mouoii (mecm Daceopca-I osapoa)*

*He 065[321T€JI€H, HMCCT 3HAUYCHUC I AUAIrHOCTUKHN THUIIA IICCBAOTHUIIOIIApATUPCO3a

OcHoBHBIE HHCTPYMEHTAJbHBIC METOABI HCCJICT0OBAHUANIA THATHOCTUKHN

NPUYIHUHBI 1 O0CJI0KHEeHU THIIORAJIBIHEMHUYICCKHUX COCTOSIHUM

- OKI'

- Penmeenoepagpus wepena, epyonoti kiemku, Kocmei ma3sda, HUNCHUX
KoHeynocmeli,; *

- Ogmanvmonozuueckuti ocmomp, *

- KT 2onoenozo moszea; *

*He OTHOCITCS K OKCTPCHHBIM JUAIrHOCTUYCCKHUM MCPOIIPHATUAM

[BII].
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OueHka pe3yjabLTATOB JA00PATOPHOI0 00CJAeIOBAHNS

Huskuii ypoBeHb Kayblivisi HA (JOHE HU3KOro YpoBHS (ocdopa B KpOBU HE
XapaKkTepHO [UJIsl TUIIONapaTUpeo3a M MOXKET ObIThb CIEJACTBUEM JePHUIINTA
ButamuHa JI, MampaOcopOuuu, mnpueMa psijia MEIUIMHCKUX IpernapaTroB
(MpOTUBOCYIOPOXKHBIE, OUCPOCHOHATHI, KAIBIIMTOHWH, XUMUOTEPANEBTUUYECKUE
npenaparsl, Ip), XpOHUYECKHX 3a00JI€BaHUI [IEUCHH.

Huskuii ypoBeHb KaibllMsg B COUYETAHHWU C BBICOKMM YpoBHEM ¢ocdopa B
KPOBUSBIISIETCS] TUATHOCTHUECKUM KPUTEPUEM THIIONapaTHPe0sa.

YpoBenb (ochopa B MoUe MpHU TUIONAPATUPEO3E, HATPOTUB, CHIXKEH, YTO
orpaxkaer aepuuut IITI, KOTOpBII B HOPME YCHWIMBAET B IMOYKAX 3KCKPELMIO
dbochopa.Huzkuit yposenp IITT nmpu HHM3KOM Kanbluu U BbICOKOM (ocdope B
KPOBM U HHU3KOM (ochope B MOUYE CBHUJIETEIBCTBYET O TUIIONApATUPEO3E B
pesynbrare Aedekra cuHTe3a wim cekpeuun IITI. Beicokuit yposens IITI |
HaIpOTHB, XapakTepeH HJs PEe3UCTEHTHOCTH K MapatropMoOHy — A
IICEBAOTUIONAapaTUpeos3a.

Eciu ¢ochop B Moue MOBBIIIEH COOTBETCTBEHHO BBICOKOMY YPOBHIO
docdopa KpoBH, TO 3TO O3HAYAET, YTO MAPATTOPMOH pabdOTaeT HOPMAJIbHO (HET
rUronapaTupeosa), M YKa3plBaeT Ha HaJM4M€ HCTOYHUKA H30BITOYHOIO
noctyrmieHuss ¢ochopa B opraHuzMm (mpuem mnpenapatoB Qocdopa, pacnan
OIyXxoJiu, pabmomuonus). ['unokaneiiemMus U runepdocdaremMusi ¢ OUYeHb BBICOKUM
YPOBHEM KpeaTWHWHA | MOBBIIIEHHBIM YPOBHEM MapaTropMOHA CBUAETEIHCTBYET
O HaJWYMU TATOJOTHM TOYEK C Pa3BUTHEM XPOHUYECKOW MOUYCYHON
HEJIOCTAaTOYHOCTH(CM puc 1.).

Y manmMeHTOB C  YCTaHOBIEHHBIM THUIIOMAPAaTUPEO30M JalbHEiIee
oOcieoBaHNE JIOJDKHO OBITh HAMpaBIEHO HA YTOUHSIOUIYIO JHAarHOCTUKY

KOHKPETHON HO30JIOTHYECKOU (POPMBI.
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Il 3ran. /{luarnocTuka H030J10rn4ecKoil (hopMbI.

[IpakTrueckn Bcerga TUNONApPaTUPEO3 y AETEU ABISAETCS MNPOSIBICHUEM
PEIKOro HaCEJCTBEHHOrO 3a00JieBaHus (3a UCKIFOYEHHUEM TOCIICONEePallMOHHOTO
TUIIONApaTUpe03a). YCTAHOBUTh NPUYMHY Pa3BUTUSL THUIONApPATUPEO3a U
OTIPENICNIUTh HACIICICTBEHHBIN CHHAPOM HEOOXO0AUMO, YTOOBI IIPaBUIIBHO BHIOpATh
JAJbHEUIIYI0O TAaKTUKY BEACHUS TMAllMCHTa, ONMPEACNIUTh MPOTHO3 3a00JieBaHus U
BO3MOYKHOCTh CEMEMHOTIO0 KOHCYJIbTHPOBAHHS.

N3BecTHBIE HAa CETOAHSIIHUN JAEHb CHUHIAPOMBI, KOTOPBIE IPOSBIISIOTCS
TUIIONIapaTUPEO30M, CYMMHUPOBaHbI B Ta0uIe 1.

AHaMHeCTHYCCKHE JaHHbBIC(B TOM YHUCIIE TINATEIBHO COOPAHHBIN CeMEHHBIN
aHaMHe3) U (PEHOTHUIIMYECKUE TPU3HAKK IMPHU BHUMATEIHBHOM OCMOTPE MOTYT

CIIYy’KUTbh XOPOIIEH JUAarHOCTUYECKOW MOICKA3KOM.

e XuUpyprudyeckoe JIeYeHHUE B O0JACTH IIEH, IIUTOBUIHOM IKEJe3bl
TOBOPUT O MPUOOPETECHHOM IMOCICONEPAMOHHOM TUIIONANaTUPE03€e U
II03BOJISICT HE IPOBOAUTD NAJIIbHEHUIIINM JUATHOCTUUECKUM TTIOUCK.

e (CaMoli YacTOM MPUYMHOM THUIonapaTupeosa y AETeil mocie Tpex JeT
SABJISICTCS AyTOUMMMYHHOE TMOPaKCHUE KaK MPOSIBIICHUE KaHIHUJO-
MOJIM3IOKPUHHOTO CUHAPOMA — ayTOMMMYHHOTO TTOJIUTIIAHAYJISIPHOTO
cuaapoMa 1 tuma (AIIC 1 tuma). BeisiBaeHue apyrux KOMIOHEHTOB
AIIC 1 Tuma — XpOHMYECKOTO KaHIWA03a CIU3UCTHIX, OHUXOMHUKO3a,
HAJIIIOYEYHUKOBOW HEJOCTATOYHOCTH, AJONELUWH, BUTWIATO U JIp —
SBJISIETCA TPSIMBIM YyKa3aHUEM Ha HajJIuuMe 3TOro 3abosieBanus. Ho
Jaxe TMpU OTCYTCTBUM JPYrMX KOMIIOHEHTOB MaHH(ecTaius
rUIonapaTupeosa y pedeHka 1mocjie Tpex JIET SBISIETCS MOBOJIOM JIs
uckmoyeHuss AlIIC 1 Tuma W nOpoBenNeHUS TEHETUYECKOM WM
MMMYHOJIOTHYECKON JUArHOCTUKH (MCCIICIOBAHUE Ha HAIU4YUe
myTaruii B rene AIRE nnu cienmduyeckux aHTUTEN K HHTEPPEPOHY-

oMera).
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e XapakTepHbIMH Ipu3Hakamu cuhapoma u Jxopmxka sBIAIOTCA:
TUINOIUIa3Usl HUKHEH YeNIOCTH, THIEePTENOpU3M, KOPOTKUN (PHUIBTD,
HU3KO MOCAKEHHBIE YIIHBIE PAaKOBHMHBI, pacLIeIMHA BEPXHEro Heoa,
nopoku cepaua (terpagadamio, Mopoku KpYNHBIX COCYAOB U JIp),
BpOXKJEHHBIN UMMYyHOAepuIUT (T-KI1€TOUHOTO 3BEHA)

e XapakTepHbIMM NpU3HAKAMU IICEBIOTUIIONApATHpE03a la SBIAIOTCS
ClIeyIoIINe (deHoTUUYECKUE 0COOEHHOCTH . 0)KUPEHHUE,
JYHOOOpa3HOE JHUII0, HHU3KOPOCIOCTb, 3aJep’KKa YMCTBEHHOTO
pa3BuTus, OpaxuIakTuius (yKkopoueHue 4 u 5 MeTakaprnajabHbIX U
MeTaTap3alibHBIX KOCTEH), MOJKOXHBIC KaNbIIM(PHUKATHI, TUTIOTUPEO3
(pesuctentHocth kK TTT), runoronagusm (pe3UCTEHTHOCTh K
TOHAJOTPOIIUH-PUIIM3UHT  TOPMOHY), Je(UIUT TOpPMOHa pocTa
(pe3UCTEHTHOCTh K COMATOIMOEPUHY);

e Hamnuue HapyxHOW o@TampMoOIIEruy, MTO3a, KapAUOMUONATUU
TpeOyeT B IEpBYIO ouepenb UckioueHus cunapoma Kepnca-Celipa,
OTHOCSIIIETOCS K TPYIIE MUTOXOHAPUATHHBIX O0JIC3HEIH;

e BrisiBiIeHNE BBICOKOTO YPOBHS KaJbliUg B Mou€ (TMIEPKAIBLIUYPHUH),
BBICOKOT'O KaJIbI[UI-KPEaTUHUHOBOIO HHJAEKCAa CBHUJAETEILCTBYET O
nedexre KaJIbI[UI-4yBCTBUTEILHOTO penentopaCASR
(aktuBupytome Mytanuu B cene CASR). YuuThiBas ayTOCOMHO-
JOMUHAHTHBIA XapakTep HAcCJIE€JOBaHMs B TAKOM cCilydae HE0OXOIuMO
oOcieoBaTh pOAMUTENCH HE TOJHKO Ha HATWYHE MYyTallH, HO M Ha

CYOKJIMHMYECKYIO TUTTOKAJBIIEMUIO U TUTIEPKATIBIIUYPHUIO.

OrnpeneneHne KOHKPETHOM HO30JIOTHYECKOW (OpMBI THUIONapaTupeos3a
MO3BOJISIET TPEICKA3bIBaTh TEUCHHUE 3a00JIEBaHUS, BEPOATHOCTH TMOSBICHUS
MaTOJOTUU JPYTUX OPTaHOB U CUCTEM M ONPENENATh TAKTUKY JICUCHUS MallUeHTa.
VYcraHoBineHue TEeHETHUECKoro jaedexra Tpu  HACIEACTBEHHBIX  (opmax
TUIONApaTUPEO3a Ja€T BO3MOKHOCTh OMPEICTUTh PUCK POXKIEHUS OOJBHBIX JIeTei

B CEMbC  TMAaIMeHTa, TMPOBOAWTH  JOpoJoByr0  jauarHoctuky  [BIII].
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HpI/I OTCYTCTBUU OOIIOJHUTCIIBHBIX KIIMHHUYCCKUX KOMIIOHCHTOB, KOTOPBIC

MO3BOJIAIOT MPEAoyokuTh dTuonoruto XHH, neobxoanmo:

1. BceM mammeHTaM ¢ HW30JMPOBAaHHBIM THUIIOTIAPATUPEO30M  HESCHOM
ATHOJIOTHH, BO3HUKIIEH mociie 1 roga, peKkoMeHIyeTcsl UCcCle0BaHNEe TeHa
AIRE s uckimrodeHuss ayTOMMMYHHOTO TTOJIMTIIAHAYIIPHOTO CHHIApoMa |
TUMa (BHa4aJIe — Ha YacTYIO Il POCCUMCKON monmysiun mytaruu R257X,
IIPY OTCYTCTBUU ITOM MYyTaIlMM — CEKBEHHUPOBAHNE I'€HA) WJIM MCCIICIOBAHNE
aHTHTen K uHTepdepony-omera[Bll]

2. B 3aBucuMoCTH OT HajgWM4Msl JOMOJHUTEIBHBIX KOMIIOHCHTOB WIIA
O0COOEHHOCTEM ceMEeTHOro aHaMHe3a MPOBECTU TEHETUYECKUE UCCIEOBaAHUS
JUTSL BBISIBIICHUSI MYTaIliil B U3BECTHBIX T€HAX, OTBETCTBEHHBIX 3a Pa3BUTHE
CUHAPOMOB,  TPOSBIISIONIMXCS  THUIONMapaTUpeo3oM.  Pemenme o
KIIMHAYECKOM  3HAQUYEHMM  TE€HETUYECKOTO  HUCCIEAOBaHHS M €ro
HEOOXOJIMMOCTH K KaXIOM KOHKPETHOM Cliydae TNPHHHMAIOT COBMECTHO

CHCIMAITUCT-3HIOKPHUHOJIOT, TeHeTHK U poauTenu. (cM Taom 1.) [BIII]
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Habaroaenne 3a naneHTOM ¢ THTIONAPATHPEO30M

1. KoHTposib Kanbliid HMOHU3WPOBAHHOTO M OIICHKA aJ€KBAaTHOCTHU
Tepanuu 1 pa3 B 2-4 Henenu
2. OOcnenoBaHWe ¢ yYETOM TPUYMHBI THIOKAIBIEMUU IS
BBISIBJICHUSI HOBBIX KOMIIOHEHTOB CHHApPOMA HJIU KOPPEKIUHU YKe
HAa3HAYCHHOW  Tepamud  JOMOJHHUTEIBHBIX  KOMIIOHEHTOB
COBMECTHO ¢ JIpyrumH crenuanucramu [Bll]
[Ipumepsr:
o [Ipy ayTOMMMYHHOM MOJUTJAHIAYJISIPHOM CHHApoMEe |
tunakoptuzoi, AKTI, npoda ¢ AKTI (cunakrenom), TTT,
ceT4, AnT, AcT, rioko3a, KIMHAYECKUM aHaIU3 KPOBH, a

TAKIKC — IPYIruc UCCICIOBAHUS - 110 ITOKA3aHUAM.

HaHI/ICHTBI C PCAKNMHA HACJICACTBCHHBIMH BapHAHTAMU T'HIIOIIApaTUPCO3a TOJIKHBI
Ha6J'IIOIIaTBC51 HC TOJIBKO II0 MECTY KHUTCIbBCTBA, HO U B CICHUAIIM3UPOBAHHBIX
MCIUIHWHCKUX HCHTPAX, MMCIOIINX OIIbIT Ha6JIIOI[CHHH 3a INaUCHTaMHu C pe,uxoﬁ

SHJIOKPUHHOW MMaTOJIOTUEM.
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JleueHnne runmoKkaJbueMHuM:
3K0mp€HHbl€ meponpusasmui npu OCmpom COCmoiAHUU

ITokazanms: ICHCPAJIN30BAHHBIC CYJIOPOIv, BBIPAKCHHBIC MBbIIMICYHBIC

CIIa3MBbI, IIOTCPA CO3HAHUA, JIAPUHI'OCIIA3M, HAPYIHICHUA CCPACYHOT'O pUTMA.

Jleuenne: I'miokonar kanbiuss 10% B/B OomtocHo 10 M (umm  y
HOBOpOXJIeHHOro- 1,0 MiI/KT), BBOAUTH MeJIeHHO B TeueHue 5-10 munyt. 3aTtem
MPOJIOJDKUTE B/B KamlelnbHOE BBEACHHE B 103¢ 3-6 MI/Kr/CyT (MakcumyMm 8,8
MMOJIB/TT B CYTKH) JO HOpMaJIM3alud ypoBHS Kaibmws. [lociie kymupoBaHUs
TSDKEIBIX CHMIITOMOB THITOKAJIBIIEMUH TIO BO3MOXHOCTH HAJO0 CTPEMHUTHCA K
MIEPEBOIY C MApEeHTEPATbHOTO Ha SHTEpAIbHOE BBeIcHUE Kaiblusa.He momyckaTth
MOMAaJaHKs PACTBOPA B MOJKOKHO-KHUPOBYIO KIIETYATKY, YTO MPUBEIAET K HEKPO3Y

TKaHEe! ¢ HEOOXOIUMOCThIO MJIACTUYECKON KOPPEKIIMU B TaJIbHEMIIEM !

KoHTposib Tepamuu DOPOBOAUTCS HA OCHOBAaHUM YPOBHS KaJbLUSB
ceIBOpoTKE KpoBHU, DKI'. Bo3MoxkHO pa3BuTue Opagukapauu Ha (OHE BBEIACHUS

KaJIBITHSL.
Ilocmosannan nodoepircusaouias mepanus

[Ipu rumonaparupeo3e | IICEBIOTHIONAPATUPEO3E JIO00W ATHOJIOTHH
OCHOBHBIM METOJOM JICUCHHUS SBISIOTCS Tpernaparbl THAPOKCHIMPOBAHHOTO
ButamuHa JI (ampdakambrumod, Kaabuutpuoi). [logbop 10361 MpOM3BOAUTCS
CTPOTO MHAWBHUAYATHHO HA OCHOBAaHUHM U3MEPCHUN YPOBHS KaJbIUs KpoBH 1 pa3 B
3 ngus. CrapToBas A03a Mperapara 3aBUCUT OT YPOBHS HOHU3UPOBAHHOTO KaJIbITHS
(menee 0,8 mmonws/nm — 1 — 1,5 mkr, npu 0,8 — 1,0 mmoas/a — 0,5 — 1 MKT B CyTKH)

[BIII]

He cymecTByer orpaHu4eHu 10 MUHUMAJIbHOM WM MaKCUMAaJIbHOM 103€
ButamuHa [[. Kpurepun agekBaTHOM 1036l — YPOBEHB KaJbLIKs HE BBIIIE CEPEIIUHBI

rpanuiibl HOpMbI (1,2 MMomw/m) B Tedenue 10 mHel; mocie mombopa aneKBaTHOM
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J103bl KOHTPOJIb YPOBHS KaJIbLIUS IPOBOJUTCSA MOCTOSAHHO 1 pa3 B 2- 4 Henenu, Ha
OCHOBaHUM KOTOPOT0 KOPPEKTUPYETCS 103a IIperapara.

JIOTIOJIHUTENBHBIMU B JICUEHUU SIBJISIOTCS IpenapaTsl Kaiblusg B go3e 500-
3000 Mr B cyTku sl oOecreueHus: AOCTATOYHOTO TOCTYIJICHUS KajbIUs B

oprauu3m[BIII].

[Ipu TUmoMarHe3meMur HEOOXOIUM TakKKe IMEepOPATBbHBIN TPHEM MarHUs
rimtepodocdara B 103e 0,2 MMoiIb/KT 3 pas3a B JieHb. [Ipu orcyrcTBuu 3ddekra ot
TaONETUPOBAHHBIX (POPM, TKENBIX TMOOOYHBIX pEAKIUIX B BHUAC JAHAPEU

PEKOMEHYIOTCS BHYTpUMBIIIeUHble nHBEKIMH 50% pacTBopa cynb(aTa MarHus.
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Tabumua 1. ITHoONOrUsS TUIIONAPATHPE03A

Ho3zonorus Knunanueckue ocobeHHOCTH I'en Tun
Hac1e0068aHusl
HACJIIEACTBEHHBIE BAPUAHTBI
l. Il.  C nuskum napameopmornom (I1T7)
AyTOMMMYHHBIN MOJUTIAHAYISPHBIA CUHAPOM | | XpOHMUYECKHI KOMXHO-CIM3UCTBIA KaHauao3, | AIRE AP
THUIIA HAJIIOYECYHUKOBAS HEJI0OCTaTOYHOCTb,
aJIOTICTINS U JIp AyTOMMMYHHBIC HapyIICHUS
Cunnpom aruta3usi THMyca M TapaluTOBUIHBIX Kenes, | [Jeneyus B ocnoenom —
HuJ>xopmxka,BenokapanodacimanbHbii MOPOKHU Cep/ila, MOPOKH JIMIIEBOTO CKEIeTa 22011, cnopaouyieckue
CUHJIPOM, Oeneyust caydau,  peoko
CATCH22 cunapom 10p3 All
CemeliHbIN M30JIMPOBAHHBIN TUIIONIAPATUPEO3 Hem opyaux nposenenutl PTH, All, AP
GCM2,
preproPTH
Cunnpom bapaxkara,unun HRD-cunapom HEHUpOCeHCOpHas  Tyroyxoctb, aHoMmanuu | GATA3 All
OYEeK
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Cunnpom Kennu —Kaddu wim Canbsig-Cakatn | 3ajiepxka YMCTBEHHOTO pasBurus, | TBCE AH
HU3KOPOCJIOCTb, MUKpotedanus,
BPOJK/ICHHBIE aHOMAJIMW OpraHa 3peHus
MuToxoHapuaibHas sHIe(amonaTus | JIakTaT-alua03, MHCYJIbTONOA00HbBIE | [ledexTs
(MELAScunapom) COCTOSIHUSA MHTOXOHAP
HaJIbBHOMN
JIHK
['unomarue3nemust HedpokanbinHo3 ¢ runepraibuuypuen u Claudinl6, | AP, A/
TUIIEpPMarHe3nypuei; 19, TRPM6
[TaTonorus oprana 3peHus (kojiodooma,
MUOIIUSI, HUCTArm);
Cunapom Kepnca-Ceiipa Hapyxnas odranbmoruierus, | JeexTs MaTEpUHCKOE
KapJAUOMMOIIATHS, NTO3, CAXapHbI 1uadeT MUTOXOHJp | HACJIEJOBaHUE
HaJIbBHOMN
JJHK

1. V.

C HopmanvHbIM unu Hu3Kum napameopmorom (I1TI)
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AyTOCOMHO-IOMHUHAHTHAs TUTIOKAJIbIEMUS [M'unepkanbimypus CaSR ALl
V. VI.  C gvicokum napameopmonom (IITT)
[IceBgorunomnaparupeos la OxupeHue, JTyHOOOpa3Hoe muno, | GNAS Al
(Octeonucrpodus Ondpaiita) HU3KOPOCJIOCTh,  3aJ€p’KKa  YMCTBEHHOI'O
pa3BuTHs, OpaxumakTuiaus (ykopoueHue 4 u
5 MerakapmajibHbIX U  MeTaTap3aJbHBIX
KOCTEM ), NOJKOXKHBIE KalbIIU(UKATHI
[Icesnorunomaparupeos 1b Hedexter | A
METHJINPOB
aHnsIGNAS
OcreoreTpo3 (MpaMopHast 00JIC3Hb ) TNFSF11, | AP, AJl
CAZ2,
CLCNY7,
OSTM1,
CLCN wunp

INPUOBPETEHHBIE BAPUAHTDBI
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[TocneonepauoOHHBIN TUIONAPATUPEO3

IlocaencTBus

MapaTUPEOUIIKTOMUUN

THPCOUAIKTOMHH,
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[ KnnHnyeckne cumntombl ] " <2,25 mmonb/n
Ca 05U.I,I/IVI <2,0 Mmonb/n (y AOHOLW. HOBOPOXKA.)

CHUMKEH <1,75 monb/n (y HEAOHOLWEHHOTO)

CnyyaitHoe onpegaeneHue

Ca++ n P kposu

Ca ++ CHUXKeH

P kpoBu
CHUMKEH/HOpM.

Manbabcopbuus

KpeatnHuH
BbICOKMUIA

P kpoBu
noBblLIEeH
Paxutbl
[ XIMH ] NTT noBbiWweH
MNTr cHUXeH nnun

P B moue
CHUXKeEH
HOPManbHbI

AKTUBUMpYOLWME
[ 'mno Mg -emuna ] [anonapampeo3] [ MyTaumm CASR ]

Pucynok 1. Aaroputm nepBu4HOro 00cjieJ0BaHUs NMANMEHTA C TMIOKAJbLEeMHUel

[ I'Icesp,ormnonapampeoa ]

Ca — Kanbuui, Ca++ - KanbUUit NOHU3NPOBAHHLIN, P — docdop, NTI — napatropmoH, XMH — xpoHnyecKkas
noyeyHas HegoCTaTOYHOCTb, Mg—marHuii, CASR— KanbUMi-4yBCTBUTE/bHbIN peLenTop
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