DenepajibHble KIMHHYECKHE PEKOMEHIAIMH N0 THATHOCTHKE U JICYEHHIO
runonapaTupeo3a y jereii M NoJpoCTKOB

K.m.H. EEM. OPAOBA, JkcnepTHblit CoBeT PoccMiCKoM accoumnaumm 3HAOKPUHOAOTOB

DIBY «9HAOKPUHOAOIMYECKMIA HayUHBbIA LeHTp» MuH3apasa Poccun, Mocksa

runonapaTupeo3 SIBASIETCH PEAKUM, TETEPOr€HHbIM MO 3TUOAOTUHN 3360A8B3HM6M, KoTOpoOe y AeTen NPOSIBASIETCS B NEPBYIO O4e-
peab runokaAsumemumei. Yacro runokasbumemumyeckme CyAoporu ownb04HO TPAKTYIOTCSA KaK NPOsIBA€HUS SNMUAENCUU, YTO Npu-
BOAUT K Ha3HAYE€HUIO HEAAEKBAaTHON Tepanuu. CBOCBpeMeHHaﬂ AUArHOCTUKa U NpaBUAbHOE A€4EeHUe obecneyuBaoT HOpMaAbHOE
pa3BuTue U COUMAAbHYIO aAanTauuio pe6eHKa. B AQHHbIX KAMHUYECKUX peKkomeHAauusXx, pa3p360TaHHbIX MHCTMTYTOM A€TCKOW
3HAOKPUHOAOTUH dIrby «3HAOKpMHOA0rM‘IeCKMﬁ Hay‘lelﬁ LEeHTP», OCBelEHbl BONMPOCbI AMATHOCTUKU rUnomnapartupeosa, a Tak-
Ke ero KAMHM4eCKuX U reHeTU4eCKuX BapuaHTOB, NMPEAAOXKEHbI AATOPUTM AUATHOCTUKU TUNMOKaAbLIMEMUYECKOTO CMHApOMaA U
CXeMbl A€YeHuUs.

KatoueBbie croBa: runonapatmpeos, napatropmoH, AIRE, HacreacTBeHHbie 3aboAeBaHMSs], rMOKaAbLMemMms], runepgochaTemmsi.

Federal clinical recommendations on diagnostics and treatment of hypoparathyroidism in the
children and adolescents

E.M. ORLOVA, Expert Committee of Russian Association of Endocrinologists
Endocrinology Research Centre, Moscow, Russian Federation

Hypoparathyroidism is a rare etiologically heterogeneous condition that manifests itself in the children in the first place
as hypocalcemia. The purely hypocalcemic convulsions are usually interpreted as manifestations of epilepsy which leads to
the prescription of an inadequate treatment. The early diagnostics and correct therapy ensure the normal development and
social adaptation of the affected child. The present clinical guidelines developed at the Institute of Pediatric Endocrinology,
Endocrinological Research Centre, highlight the diagnostic problems pertaining to hypoparathyroidism, as well as its clinical
and genetic variants. In addition, the algorithm of diagnostics of hypocalcemic syndrom is proposed in conjunction with the
schemes for its treatment.

Key words: hypoparathyroidism, parathyroid hormone, AIRE, hereditary diseases, hypocalcemia, hyperphosphatemia.

Obl yOenuThCsl B €€ BaJUAHOCTU. Pesynbrar uzydyeHus
BJIMSIET HA YPOBEHb N0Ka3aTeJIbCTB, MpPUCBauMBaeMbIi
MyoJUKaIK, YTO, B CBOIO OUEPElb, BIUSIET HA CUJTY BbI-
TEKaKIIUX U3 HEe PEKOMEHIALIUA.

Ha npotiecce olieHKH, HECOMHEHHO, MOXKET CKa3bl-
BaThCsl U CYObEeKTUBHBIN (hakTop. 11 MUHUMU3ALMU
MOTEHUMAIbHBIX OIIMOOK KaXI0e MCCleqOBaHue Olle-
HUBAJIOCh HE3aBUCUMO, T.€. IO MEHbIIEH Mepe ABYMS
He3aBUMCHMBbIMU WieHaMU paboueil rpymnmbl. Kakue-au-
00 pa3uyus B OLEHKaX 0OCYXIaluch BCell IpymIon B
MOJIHOM COCTaBe.

Ta6amupl 10Ka3aTe bCTB

Tabnauipl 10Ka3aTeNbCTB 3aMoOJHSIMCh YJeHaMU
paboueil TpyIbI.

MeTopl, NCTI0JIb30BAHHDIE 1151 GOPMYJIMPOBAHUS pe-
KOMeHaauui

KoHceHcyc akcnepToB.

Muaukatopsl go0pokavyecTBenHoii npakTtuku (Good
Practice Points — GPPs)

PexomeHnyeMast nmoOpokauyecTBeHHas IpaKTUKa

MeTtoAoAOHSA

MeTo1p1, HCIIOJIb30BAHHDBIE JJIA COOpa,/CeIeKIMH 10~
Ka3aTeJbCTB

ITouck B 3JIEKTPOHHBIX Oa3ax JaHHBIX.

Onucanne METOIOB, HCIIOJb30BAHHBIX I cOopa/ce-
JIEKIHH J0KA3aTeIbCTB

Jloka3atelbHOM 0a30i1 111 peKOMEHIAIU SIBIISIIOT-
¢ mybaukaunu, Bomeae B KokpaHoBcKyo 6uodimo-
Teky, 6a3nl faHHBIXx EMBASE 1 MEDLINE. I'myouna
MoMcKa cocTaBuia S JieT.

MeTo/pl, HCNOJb30BAHHBIE [IJISI OIEHKH KAa4ecTBa M
CHIJIbI I0KA3aTeJIbCTB:

— KOHCEHCYC DKCIIEPTOB;

— OLIEHKAa 3HAYMMOCTHU B COOTBETCTBMU C PEHTHH-
roBoii cxemoii (tadu. 1).

MeToapl, HCNO/b30BAHHBIE IS AHAJIM3a J0Ka3a-
TeJIbCTB:

— 0030pHI ITyOJIMKYEMbIX METaaHAIU30B;

— CUCTeMaTHJecKue 0030phl ¢ TAOJIMIIAMM T0Ka3a-

TGJlb(C)TB. 6a3preTCﬂ Ha KIIMHHWYCCKOM OIIBITE YJICHOB pa60qeﬁ
NHUCAaHUEe METOJ0B, MCIOJIb30BAHHLIX I aHAJIM3a TPYIIIIBI [0 pa3pa60TKe peKOMeH}IaHVIﬁ.
J0Ka3aTeJIbCTB

ITpu or6ope TydIMKalLMii Kak MTOTeHIMATbHBIX UC-
TOYHUKOB JTOKA3aTeJIbCTB, MCIOJIB30BaHHAS B KaXXKIOM

HCCIIEJ0OBaAaHNN METOOOJIOIUA N3y4acTCd I TOro, YTo-
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DEAEPAANBHBIE KAMMHUYHYECKWE PEKOMEHAALIMN

TabAnua 1. PERTUHIOBasi CXeMa AASl OLEHKM CUAbI PEKOMEHAALUI

YpoBeHb OnucaHue
Cuta peKOMEeHIanun

A CuibHBIE apTYMEHTHI 32 IPUMEHEHKEe 3TOTO MeToIa

B Y6enutenbHble apryMeHThI 32 IPUMEHEHUE 9TOro MeTo1a

C CJiabble apryMeHTHI 3a IPUMEHEHUE ITOTO MEeTOo/Ia

D CraGble apryMeHTbI IPOTUB IPUMEHEHUS 3TOT0 MeToza

E CujibHBIE APTYMEHTBI POTUB MPUMEHEHMSI TOTO METO/Ia

YDOBCHB J0Ka3aTE€JIbHOCTU

ot

IMoxnTBepxaeHo 6osee YeM OTHUM PaHIOMU3UPOBAHHBIM KOHTPOJIHUPYEMbIM UCCIeJOBaHUEM

II HO,I[TBG]Z))KI[eHO OoJiee YeM OTHUM HEPAaHIOMUN3NPOBAHHBIM KIIMHNYCCKUM HUCCICAOBAHUCM, HECKOJIbKUMH aHAJIUTUYCCKUMU UC-

clieIOBaHUSIMU OoJiee YeM U3 OMHOTO LOECHTpa

111 nOI[TBCp)KI[GHO MHEHHMEM OKCIIEPTOB, KIMHUYCCKNUM ONBITOM, OITMCATCIBbHBIMU UCCICOAOBAHNAMMU, SKCIICPTHBIMU KOMUCCUSAMU

DKOHOMHYECKHIT AaHAIN3

AHaJIN3 CTOMMOCTH He MPOBOAMJICS ¥ MyOJMKALIUKI
1o hapMaKOIKOHOMMKE He aHAIM3UPOBAIUCE.

MeTo BaIMAM3AIMHA PEKOMEHIAIMIA:

— BHEILIHSSI KCIIEPTHAsSI OLICHKA;

— BHYTPEHHSISI 3KCIIEPTHAsI OLIEHKA.

Onmcanne MeTOIa BAIMIA3AIMA PEKOMEHIAIMIT

Hacrosiiiye pekoMeHaalum B IIPeaBapUTEIbHOM Bep-
cuu ObUIM PELIEH3UPOBAHbI HE3aBUCUMbBIMU 9KCIIEPTAMU,
KOTOPBIX MOIMPOCKIM ITPOKOMMEHTUPOBATD MPEXIE BCe-
r0, HACKOJIbKO MHTEPIIPETALIUSI JOKA3aTEIbCTB, JICKAILIMX
B OCHOBE peKOMEHIAIINIA, JOCTYITHA TSI TOHUMAHMSI.

[Mony4yeHbl KOMMEHTAPKUK CO CTOPOHbBI Bpaueii mep-
BUYHOIO 3B€HA U YYaCTKOBBIX [T€AMATPOB B OTHOIIIEHUU
JOXOOYMBOCTH M3JIOXKEHUSI PEKOMEHIALNI U UX OLECH-
KU BaXHOCTM PEKOMEHAAlMii KaK pabo4yero MHCTPY-
MEHTa ITOBCEAHEBHOM ITPAKTUKH.

IIpenBapuTepbHAsA BepcHsl OyIeT TakKe HampasiIe-
Ha peleH3eHTY, He UMEIOIIEeMY MEIUIIMHCKOTO 00pa3o-
BaHWUSI, VTS TTOJTYIeHUSI KOMMEHTApHEB C TOUKU 3pSHUS
IePCTIEKTUB TTAIlUEHTOB.

KoHcynbranum u 3KcnepTHas OleHKa

IMocnenHue u3MeHeHUsI B HACTOSILIMX PEKOMEHIA-
LIMSIX OBUIM MPEACTABACHBI WIS IUCKYCCUU B IIPeaBapu -
TeabHOM Bepcun Ha KoHrpecce sHIOKpUHOIOroB 20—
22 mas 2013 r. (MockBa), Ha KOH(pepeHIM DHIOKPH-
Hojyrorust B memuatpuu (Mocksa, 13 mekadbpst 2013 r.).
[IpeaBapuTenbHast BepCcUsl BbICTaBJIeHA AJISI IIMPOKOIO
obcyxnenus Ha caiite OHLI, as Toro, yToObI TULIA, HE
y4aCTBYIOIIE B KOHIPecCe M KOH(MEPEHLUsIX, UMEIU
BO3MOXHOCTb IPUHSITH Y4acTUE B OOCYXIEHUU U CO-
BEpLIEHCTBOBAHUHU PEKOMEHIALINIA.

Paboyvas rpynma

7151 OKOHYATENbHOM pelakiiuy U KOHTPOJISI Kade-
CTBa peKOMEHAALMU OyIayT MOBTOPHO MPOAHAIU3UPO-
BaHbI WieHaMU paboYeil IPYIIbI, C LeIbi0 OLEHUTD, YTO
BCe 3aMeYaHusI U KOMMEHTapUM 3KCIIEPTOB IIPUHSITHI BO
BHUMAaHUE, PUCK CUCTEMATHUYECKUX OIIMOOK IIpU pa3-
paboTKe peKOMEHIAIINIT CBEIeH K MUTHUMYMY.

Cuna pexomeHmanuii (A—E, [—III) mpuBomurcs
IPY U3JIOXKEHUU TEKCTa PEKOMEHIALIUIA.

70

OnpeAe/\el-me U 3 TUOAOIHUNA

I'unonapatupeo3 — CUHAPOM, KOTOPBIM MPOSIBIIS-
€TCS TUIMOKaJIbLIMEMUEN U OOYCJIOBJIIEH HapylleHUEM
CHHTE3a, CEKpPEelUN WU MepudepruIecKoro melcTBUS
maparropmona (ITTT).

I'unonapaTupeo3 — 3TUOJOTMYECKU TETEPOTeHHOE
3aboseBaHue. Y 1eTei U MOAPOCTKOB MPUYMHOM TUIO-
rapaTvMpeosa yalle sIBJISIeTCS OAHO U3 HACJIEICTBEHHbBIX
3a00J1eBaHUI, COMTPOBOXIAIOIIMXCS HAPYLLIEHUEM DM-
OpuoreHesza WJIM ayTOMMMYHHOI JeCTpyKluei mnapa-
IIATOBUIHBIX XeJe3, a Takke AedeKTaMu pelenToOpOoB,
obecneuymBatomux nepudepudeckoe neicrsue I1TI B
TKaHSIX-MUIIEHsIX. Takxke BCcTpeyaeTcsl y IeTeil u mo-
CJIeONepallMOHHBINM TUITONApaTUPE03, KaK OCIOXHEHWE
TUPEOUIIKTOMUM WM TOTAJbHOW MapaTUPEOUAIKTO-
muu (Tada. 2).

AunarHocrtuka

IInan oOcjenoBaHus MAIMEHTA ¢ THIOKAJIbIIEMHEi
(CM. pUCYHOK)

Is3man. Ilepsuunas duaznocmuka sunonapamupeosa

OmDHUM 13 OCHOBHBIX MPOSIBJICHUI TATIONapaTrupe-
03a SIBJISICTCS TUITOKAIBIINEMUS] — HU3KUIA YPOBEHb HO-
HU3UPOBAHHOTO KaJIbIUs B CBIBOPOTKE KPOBU.

[TepBryHOMY 0OOCIEIOBAHMIO C LIEIbIO TUATHOCTH-
KU TUTIONIapaTUpeo3a MOIJIeXaT MallueHThl, Y KOTOPBIX
WMEIOTCS! KITMHUYECKUE TIPOSIBJIECHUS, XapaKTePHBIE IS
TUTIOKAJTBLIEMUH.

KimHm4eckne CMMIITOMBI TUTIOKAJTBIIMEMHUHN B OC-
HOBHOM OOYCJIOBJICHBI HapyllleHMeM HEePBHO-MBbIIIICY-
HOWM Tepenayvu:

— cynoporu (B TOM YMCJIe TeHepaJIu30BaHHbIE TO-
HUKO-KJIOHUYECKUE);

— CITa3MBI OTIEJBHBIX MBI JIUIa, KUCTEH, Kap-
TOTIeNalTBHBIN pedieKec — «pyKa akyliepa» — CyIo-
POXXHOE TOHMYECKOE COKpAIlleHNe MBIIII] KUCTU C He-
TIPOM3BOJIEHBIM CBEICHMEM BEITIPSIMIICHHBIX ITAJTBLEB U
YJbHApHOU IeBUALIUE KUCTH,

— MBbIILIeYHas cJ1aboCThb;
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DEAEPAANBHBIE KAMMHUYHYECKWE PEKOMEHAALIMN

— 00JIM ¥ MapecTe3ur B MBIIIIAX TOJIEHU, CTOI,
MPeAIIeYbsl KUCTeH, auiia (HalmpuMep, TUITMIHO OHe-
MeHME BOKPYT pTa);

— JIApUHTOCIIa3M;

— HapyLIeHUs CePACYHOrO pUTMa (CUHIPOM Y-
HenHoro QT u np);

— Y HOBOPOXIEHHBIX TUTTOKAJIBIIEMHS MOXKET ITPO-
SIBJIATBCSI TOJIBKO TVIOXMM HaOOpOM Beca M OOMJIBHBIM
CPBITMBaHHEM, HO TaKXKe MOTYT OBITh Y T€HEPAIM30BaH-
HBIE CYIOPOTH, alTHO? U OCTpasi CepAcUHO-COCYIUCTas
HEIIOCTaTOYHOCTb.

IIpu ocMOTpe MOTYT ONIPENEIIThCS:

— cuMIIToOM XBOCTeKa — COKpallleHue MUMHYE-
CKMX MBIIIII TTPY TTOCTYKMBAaHWU HaJl BEPXHEUSTIOCTHOMN
JIyTOit BIOJIb IIPOEKIIMHU JTULIEBOTO HEPBA;

— cumriroM Tpycco — caaBiieHHEe MaHXETO TOHO-
MeTpa B obnacTu 1ievya (Ha 5—15 MM pT.CT. BBIIIE CH-
CTOJIMYECKOTO) B TeueHUe 2—3 MUH IIPOBOLIUPYET Kap-
TOTeNaJIbHBINA CIIa3M.

[Ipy mWIMTENIPHO CYIIECTBYIOLIEH TMIIOKAIBIIEMUH
IIpY IEPBUYHON TUATHOCTUKE MOTYT OOHAPYKMBAThCSI:

— KaJbIIMHATHI B O0JIACTH Oa3aJIbHBIX TaHIJIMCB
(cungpom Dapa), sesBIstorcs npu KT romosHOro
MO3ra;

— KaTapakTa;

— TUMnoruIa3us 3yoHoi amanu (y meTeil MIamIiero
BO3pacTa).

Hu omHO W3 KIMHMYECKMX NPOSBJIEHHI He SBJISETCS
CTporo crelupuIecKuM KpuTepreM TMArHOC THKH THIIonapa-
THpPe03a H TpedyeT JadopaTopHoro noarsepxaeHus. Jlroooi
M3 BbIIIleNePeYrCIEHHBIX CHMIITOMOB SIBJIIETCS] OCHOBAHHEM
U151 U3MepeHns Kabiys B CbiBOpoTKe Kposu [ BII].

JlaHHbIC aHAaMHe3a:

— HaJuM4yue y MalyeHTa 3a00JIieBaHMSI, OMHUM U3
KOMITOHEHTOB KOTOPOT'O MOXET OBITh TMITOIApaTUPE03;

— XUpPYpPrudecKre BMeIIaTeabCTBa B 00JIaCTH 1IEH;

— HaJlnuue OJIM3KMX POICTBEHHUKOB, CTPAIAIOIINX
HaCJICAICTBEHHBIMU 3a00JICBAHUSIMU, OMHUM U3 KOMIIO-
HEHTOB KOTOPOTO MOXKET OBITh TUIIONApaTUPEO3.

IManyenTam 6e3 KaKUX-TM00 KIMHUYSCKUX MTPOSIB-
JICHUH TUIIOMapaThpeo3a, HO UMEIOIIUM 3a00JIeBaHue,
KOMITOHEHTOM KOTOPOTO MOKET OBITh TMIIOIIApaTHPE03,
a TaKXe MX POACTBEHHUKAM C TaKUMU 3a00JICBAaHUSIMU
HEOOXOAMMO TeHETUIECKOE KOHCYJIBTUPOBAHUE, CIIEII-
ndunyeckoe obOCIeqOBaHNWE, BKIIOYAIOIIME TeHeTUYe-
CKYI0 DWArHOCTUKY H/WJIM TIPOBEICHUE YTOUYHSIOIICH
IUATHOCTUKU Ha HAIMYHUE CYOKIMHUYECKON TUITOKATb-
mueMun (cm. 11 aTam quarHoCTUKM).

Ha I sTamne obcnemoBaHuss HEOOXOIUMO ITPOAHAIH-
3UPOBaTh CICOYIOIIMe JabopaTopHbIe mokaszarenu [ BII]:

— KaJIbLIMiA OOILMIA B CBIBOPOTKE KPOBU;

— KaJIbLIMA MTOHU3UPOBAHHBIA B CHIBOPOTKE KPOBU
(Ca monb/a +0,02:(40 — anbOyMuH 1/11);

— ¢ochop opraHMYEeCKUit B CLIBOPOTKE KPOBU;

— IMMapaTrOpMOH;

— meaouHas pocdarasa;

— 9KcKpenus pocdopa ¢ MOUOIA;
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— 3KCPEKIIUS KAJTBIINS ¢ MOYOI — KaJIbIIUIA B MOYe/
(KpeaTUHMH B MOUYe KpEeaTUHUH B IJ1a3Me);

— 25(0OH)D;

— MAarHuiu;

— aKcKkpekuus TAM® ¢ mouoit (Tect DicBopca—
I'oBapma)'.

OCHOBHBIE MHCTPYMEHTAJIbHBIE METOMBI MCCIIEIO-
BaHMS 11 TMATHOCTUKHU MPUIMHBI M OCJIOXKHEHUN TH-
MOKaJbIIUEMUIECKUX COCTOSTHUIA:

— BKT;

— peHTreHorpadus yeperna, TpyIHON KIETKU, KO-
cTel Tasa, HIKHUX KOHEYHOCTER?;

— o TaIbMOJIOTHYECKUI OCMOTD;

— KT ronosHoro mosra*[BIII].

O1eHKa pe3yJbTaToB J1A00PATOPHOrO 00CIe10BAHMS

Huskuii ypoBeHb KaJblldsl B COUYCTAHUU C BBHICO-
KUM ypoBHeM ¢ocdopa SBIsIeTCS TUATHOCTUYECKUM
KpUTepHeM THIoIapatupeo3a. B 3aBucuMoct ot ypoB-
He IITI MOXHO OTJIMYUTH MCEBAOTMIIONAPATUPEO3 OT
Ipyrux (opM rumnornapaTupeos3a (BHICOKUN YpOBEHb
IITT xapakTepeH s mceBmorumnomnapaTupeosa). Husz-
KW ypOBEHDb KaJIbIIMsI Ha (hOHE HU3KOTO YPOBHS (hoc-
(opa cBUAETENBCTBYET O MATOJIOTUHU TTOYEK, TAKOE CO-
YeTaHWE HE XapaKTepHO IJIs TUIomapaTupeo3a ook
STUOJIOTUH (CM. PHCYHOK).

VY manueHToB ¢ YCTaHOBJICHHBIM THUIIONApaTHUPEO-
30M JlajibHEMIIee o0caeaoBaHue JOKHO ObITh HAaIlpaB-
JICHO Ha IMarHOCTHKY HO30JIOTUYECKOI (DOPMEL.

II 3man. /luaecnocmuxa no3oao2useckoit hopmot

JlaHHBIii 3TaN JMATHOCTHKH ABJISAETCS HEOOXOIMMBIM
U 00YCJIOBJIMBAET NAJbHENMINYI0 TAKTHKY BeJIEeHHs, IpO-
rHO3 3200/1eBaHisA M BO3MOXKHOCTb CEMEHHOr0 KOHCYJIb-
THPOBAHUS.

AHaMHeCTHYeCcKHe JTaHHbIC (B TOM YMCJIC TIIATEIIb-
HO COOpaHHBIN CeMEHBIM aHaMHe3) U (PeHOTUITMYe-
CKH€ MpPU3HAKU MPU BHUMATEIBHOM OCMOTpPE MOTYT
CIY>KMTb XOpOIIEeH HTUAarHOCTUYECKOM IOICKA3KOM
(Taou. 2):

— XapakTepHble Tpu3Haku cuHapoMma u JIxkop-
JKa: TUTIOTUIA3UST HIDKHEH 4YeIOCTH, TUIIEPTEIOPHU3M,
KOPOTKMIT (pUIIBTP, HU3KO ITOCAaKEHHBIC YIITHBIE PaKo-
BUHBI, pacilieJIMHa BEepXHeTo Heba, MOpoKU cepama (Te-
tpana daiio, MOPOKU KPYITHBIX COCYAOB U AP), BPOXK-
IeHHbIH nMMyHoaeduuuT (T-KIeTouyHoro 3BeHa);

— XapaKTepHbIe IMTPHU3HAKY IICEBIOTUIIONApaTUPEO-
3a la: oxXrpeHue, TyHOOOpa3HOE JIMIIO, HU3KOPOCIOCTD,
3aJep>KKa YMCTBEHHOIO pPa3BUTHS, OpaxMIaKTHINS
(yKopoueHue 4 1 5 MeTaKapHaabHbIX U MeTaTap3aJbHBIX
KOCTeit), TOOKOXHbIe KaTbLIM(PUKATLI, THIIOTUPEO03 (pe-
3ucTeHTHOCTh K TTT), runoronanusm (pe3ucTeHTHOCTD

'He o0s13aresieH, UMeeT 3HaYeHUe IS IMarHOCTUKHU TUIIA TCEBIOTU-
rormapaTrupeosa.

2He OTHOCHUTCS K OKCTPEHHBIM JUATHOCTUYCCKUM MEPOIIPUTATHUAM.
*He otHOCHTCS K SKCTPEHHBIM JUATHOCTUYCCKUM MEPOIIPUATUAM.

“He oTHOCHTCSI K 9KCTPEHHBIM AUATHOCTUYECKUM MEPOTIPHUSITUSIM.
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K TOHAIOTPONWH-PUJIU3UHT TOPMOHY), He(MUIINT TOp-
MOHa pocTa (pe3NCTeHTHOCTb K COMATOIMOEpUHY) (CM.
Ta01. 2):

— BBISIBJICHHE IPYTUX KOMIIOHEHTOB ayTOMMYHHOTO
ronurmanayasipaoro cuaapoma (AITC) 1-ro Turma (KaH-
IAI03, OHUXOMMKO3, aJIOTICIINSI, BUTUJINTO);

— HaJW4YMe HapyXHO! O(TaIbMOILICTUH, NTO3a,
KapINOMUOIIATHH TPeOyeT, B TIEPBYIO OYepeIb, NCKITIO-
yeHus cuaapoma Kepaca—Ceiipa.

OmnpenenaeHne KOHKPETHOI HO30JIOTMIECKOM (hop-
MBI THUTIONIApAaTHPE03a MO3BOJISIET MIpeACKa3bIBaTh TeUe-
HHe 3a00JIeBaHNSI, BEPOSITHOCTD ITOSIBJICHUST ITATOJIOTUH
IPYTUX OPTAaHOB M CMCTEM U OIIPEACIISITh TAKTHKY JieUe-
HUS MMallMeHTa. Y CTaHOBJICHNE TeHETUIECKOTO medeKTa
IIpY HACJIEACTBEHHBIX (DOpMax TUIIONMapaTupeo3a IaeT
BO3MOXHOCTb OIPENCIUTh PUCK POXICHMUS OOJBHBIX
IeTel B CEMbe ITallieHTa, IIPOBOIUTH JOPOIOBYIO IHa-
rHocTtuky [ BIII].

[Ipy OTCYTCTBMM OOIMOJHUTEIBHBIX KIMHUIECKUX
KOMITOHEHTOB, KOTOPBIE TO3BOJISIOT IIPEIIIOIOXHUTH
stuoyiornto XHH, Heo6xoaumo:

1. Bcem marmieHTaM ¢ N30 IMPOBAaHHBIM THITOIIAPATH-
pPEO30M HESICHOI 3THOJIOTUH, BO3HUKIINM ocye 1 rona,
peKoMeHmyeTcs ucciaenoBanne reHa AIRE mist ICKITiode-
Hust AIIC 1-To Tima (BHavajle — Ha 9acTyIo ISl POCCHUTA-
CKOM Tromynsguuy Mytanuio R257X, mpu orcyrcTBUU
3TOI MyTaliu — ceKBeHUpoBaHue TeHa) [BII].
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2. B 3aBUCMMOCTM OT HaJIM4Usl AOIOJHUTEIbHBIX
KOMIIOHEHTOB MJIM OCOOEHHOCTEN CEMEMHOro aHaMHe3a
IPOBECTU F€HETUYECKUE UCCIIEAOBAHUS /ISl BBISIBJICHUS
MyTaluii B U3BECTHBIX TeHAX, OTBETCTBEHHbBIX 32 Pa3BU-
THE CHUHIPOMOB, MPOSIBJISIOLIMXCS TUIIONAPATUPEO30M.
PeliieHre 0 KIMHUYECKOM 3HAYEHUU F€HETUYECKOTO UC-
CJedOBaHUS U €er0 HEOOXOAMMOCTHU B KaXIOM KOHKPET-
HOM CJiydae IPUHUMAIOT COBMECTHO CIIELIMAIMCT-3HI0-
KPUHOJIOT, TeHETUK U poauTenu (cM. Tada. 2) [BIII].

HabOAloAeHue 3a mauMeHTOM C runonapa-
TMpPEeo30m

1. KOHTpOJIb KaIbIMsI MOHU3MPOBAHHOTO U OLIEHKA
aJleKBaTHOCTU Tepamnuu 1 pa3 B 2—4 Heq.

2. O6caenoBaHue C YYETOM MPUYUHBI TUITIOKAIbLIE-
MMU I BBISIBIIEHWS HOBBIX KOMIIOHEHTOB CHHIpPOMa
WIM KOPPEKIIMH YK€ Ha3HAYEeHHOM Teparuu JOTOJIHU-
TEJTbHBIX KOMIIOHEHTOB COBMECTHO C APYTUMU CICIU-
anuctamu [BII].

Tlpumep:

IIpu AIIC 1-ro tuna: xoptuson, AKTI, npoba ¢
AKTT (cunakteHom), TTT, cBT4, AnT, AcT, rmoko3a,
KJIMHUYECKUI aHaJIM3 KPOBHU, a TAKXKe APYTre UCCIIeIO-
BaHUS — I10 MIOKA3aHUSIM.

[ManueHTHI ¢ peaIKUMU HACJeACTBEHHBIMU BapyaH-
TaMM TUIIOIapaTpeo3a J0JIKHbBI HaOI0aaThCsl HE TOJb-
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DEAEPAANBHBIE KAMMHUYHYECKWE PEKOMEHAALIMN

KO MO MECTY XXHTEJIbCTBA, HO M B CMIELIMATIM3UPOBAHHbBIX
MEIUIIMHCKUX LIEHTPaX, UMEIOIINX OIBIT HAOIIOACHUS
32 MAllMEHTaMU C PEIKOM SHIOKPUHHOM AaTOJIOTHUEHA.

AeueHune rmnoKaAbLMeMum

Jxcmpennvie meponpuamus npu 0CIMpoM COCIMOAHUU

IMokazaHus: reHepaaIu30BaHHbBIE CyIOPOTH, BBIpa-
>KEHHbIE MBIIIIEUHbIE CITa3Mbl, TTOTepsI CO3HAHMS, Jia-
PUHTOCTIa3M, HapyIIEHUS CEPACYHOTO PUTMA.

Jleyenue: rmoxkoHat Kanmblus 10% BHYTpUBEHHO
6orocHo 10 M1 (MM y HOBOpoXXIeHHOTro — 1,0 MII/KT),
BBOAUTh MeMJICHHO B TeueHue 5—10 MuH. 3aTeM mpo-
JIOJDKUTh BHYTPUBEHHO KareJIbHOE BBEIEHHE B 03¢
3—6 mu/kr/cyT (MakcumMyM 8,8 MMOJIb/J B CYTKH) IO
HOpMaJIM3aluu YPoBHS Kajblys. [Tocie KynmupoBaHUs
TSDKEJIBIX CUMIITOMOB TUITOKAJBbIIMEMUM HAAO CTpe-
MWTBCS K MEPEBOAY C MapeHTEePaJIbHOTO Ha HTEPaJIb-
HOe BBelleHue Kablus. HenomycTumo momnagaHue pac-
TBOpa B MOJKOXHO-XXUPOBYIO KJIETUATKY, IIPUBOASIIEE
K HEKpo3y TKaHed M HEeOOXOOUMOCTH TUIaCTUYECKOU
KOPPEKIIMHU B NajbHelem!

KoHTponbs Tepanmuu MTpOBOAMTCS Ha OCHOBAaHUU
YPOBHS KajbliMsl B cbiBOpoTKe KpoBu, DKI'. Crnenyer
u3beraTh OpaguKapauy Ha (hoHE BBEICHUS KaJIbIIUSI.

Ilocmosannas nodoepucusarowas mepanus

IMpu runonaparupeose u ICEBIOTUIIONIAPATUPEO3E
JII0001 3TUOJIOTUM OCHOBHBIM METOJIOM JICUEHUS SIBJISI-
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IOTCS TIpenaparsl TMAPOKCUINPOBAHHOTO BUTaMMHA D
(apakanpuaos, Karbuutpuoi). Iloadop mo3sl mpo-
M3BOJIUTCS CTPOrO WHAMBHUIYAJIbHO HA OCHOBAHUM M3-
MEpEHU YpOBHS KaJbLivs KpoBu 1 pa3 B 3 nHs. Crapro-
Basl 1032 Ipenapara 3aBUCUT OT YPOBHSI MOHU3UPOBaH-
Horo Kaibeuus (MmeHee 0,8 Mmonb/nm — 1—1,5 MKT, ipu
0,8—1,0 mmomb/m — 0,5—1 MKT B cytku) [ BIII].

He cyiecTByet orpaHnyeHU M0 MUHUMAIbLHOMN WK
MaKcuMallbHOI no3e ButamuHa D. Kpurepuii anekBart-
HOCTHU J03bI — YPOBEHb KaJIbIIMS HE BBIIIIC CPEIHETO 3HA-
yeHUs pepepeHCHBIX moka3aTeneit (1,2 MMoJib/) B Te-
yeHue 10 gHeit; mocie moadopa ageKBaTHOM J03bI KOH-
TPOJIb YPOBHSI KaJIbLIMS TIPOBOAUTCS IMIOCTOSTHHO 1 pa3 B
2—4 Henm, Ha OCHOBAaHUM YEro KOPPEKTUPYETCs HA03a
npernapara.

JOTOTHUTENIPHO B JISCYCHUHN UCITOIB3YIOTCS Iperia-
pathl Kanbivs B go3e 500—3000 Mr B cyTKu It 00e-
CIIEYCHUSI TOCTaTOYHOTO MMOCTYIUICHUS KaJIbLIMS B Opra-
Hu3M [BIII].

[Ipu rumomMarHe3eMUM HEOOXOIVM TakKkKe Iepo-
palbHBIA TIpYeM MarHus Triauuepodocdara B 103e
0,2 Mmonb/KT 3 pasa B neHb. [1pu orcyTeTBUM 3dhdhekTa
OT Ta0JIETUPOBAHHBIX (hOPM, TSKEITBIX TIOOOYHBIX peaK-
USIX B BUIEC AUMAPEU PEKOMEHIYIOTCSI BHYTPHUMBIIICY-
Hble nHbeKIMU 50% pacTBopa cybdara MarHusl.
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