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CHucok coKpalneHuu

['®A — runepdennnanaHuHEMUS

3BYP— 3anepkka BHyTPUYTPOOHOTO Pa3BUTHS
MI'K — meauko-reHeTuyeckasi KOHCYJIbTalus
MPT — MarauTHO-pe30HaHCHas: ToMOTpadus
VY31 — ynbTpa3ByKOBOE MCCIIEIOBAHUE

OAI" — dpepmeHT PpeHmIaTaHUHTHAPOKCUIIa3a
OKY — ¢enunkeTonypus

DA — peHmnananuH

O0I" — snexTposnmnedanorpadus

AdGTPCH (autosomal dominant guanosine triphosphate cyclohydrolase) — ayrocomHo-

JOMUHAHTHBIN 1€(PUIUT TyaHO3UHTpUPOChAT-IIUKIOTUapoIa3sl |

ArGTPCH (autosomal recessive guanosine triphosphate cyclohydrolase) — ayTocoMHO-peliecCHBHBIIM

neuuuT ryaHo3uHTpudochar-uukiIoruaponassl |

BH4 (tetrahydrobiopterin) — xodakTop TeTparuapoOnonTepruH

DHPR (dihydropteridine reductase) — dbepMeHT AUTHAPONTEPUIUHPEAYKTA3A

GTPCH (guanosine triphosphate cyclohydrolase) — dbepmenT ryano3sunTpudochaTIuKIoruapoia3a

OMIM (online mendelian inheritance of man) — o»nekrponHas 6a3a gaHHBIX «MeHaeneBckoe

HACJIEJIOBaHUE Y YEJIOBEKa»
PAH (phenylalanine hydroxylase) — ren, kogupytoimuii pepMeHT QpeHMIaTaHUHTUAPOKCUIA3Y

PCBD (pterin-4-alpha-carbinolamine dehydratase) — dbepMeHT nrepuH-4-anbda-

KapOMHOJIAMUHIETHpaTa3a
PTPS (6-pyruvoyl tetrahydropterin synthase) — dbepMeHT 6-TUpyBOMI-TETParuApONTEPUH CHHTA3a

SR (sepiapterin reductase) — epmMeHT cenuanTepuHpeayKrasa

%

— Tmpemapar BXOAUT B IMEPEUYCHb XKU3HEHHO HEOOXOMUMBIX W BAXKHEMIIHMX JIEKAPCTBEHHBIX
npenapatos (Pacniopsokenue [IpaBurenscta PO ot 12.10.2019 Ne 2406-p «O0 yTBepKAeHUYU NIEPEUHS
KU3HEHHO HEOOXOAMMBIX U BaXKHEHIINX JIEKapCTBEHHBIX MpenapaTtoB Ha 2020 roa, a Takke nepeyHeit
JIEKAPCTBEHHBIX MpPENaparoB [l MEIUIMHCKOTO NPUMEHEHHS W MHHUMAJbHOIO acCCOPTUMEHTA

JICKAPCTBCHHBIX IIPCIIapaTos, HGO6XOI[I/IMI>IX JUISL OKa3aHMs MEIUIIMHCKOM TTOMOIIIN))






TepMuHBI U onIpeaeICHUS

I'inepdennnalannHeMusi — TpyIa ayTOCOMHO-PEIIECCUBHBIX 3a0oiieBaHUl, 00YyCIOBICHHBIX
HapylieHueM OOMEHa HE3aMEHHMMOM aMUHOKUCIOTHI (PeHUJIATaHWHA, MOCTyHaloueil B OpraHusM

YeJIOBEKa C OEJIKOBOM ITHIIIEH.

«MarepuHckasi (peHHIKeTOHYpHS» — 3MOpHodeTonaTsi, pa3BUBAIOLIAACA Y IUIONA B pE3yJbTare
BO3JICHCTBUS MPOYKTOB AHOMAJIBHOTO MeTa0on3Ma OepeMEHHOM JKEHITUHBI ¢ (PEHUIIKETOHYpHUEH TTpH

OTCYTCTBHUHU JUCTUYCCKOIO JICUCHUSI.

HeonaranbHplii CKPUHMHI — MEIWIMHCKAsS JUArHOCTUYECKAass TEXHOJIOTHSI  CIUIOIITHOTO
0€3BBIOOPOYHOTO JTAOOPATOPHOTO OOCTEAOBAaHUS BCEX HOBOPOXKICHHBIX Ha HEKOTOPBIC 3a00JICBAHMS
oOMeHa BEIIEeCTB, IIPU3BaHHAss 00ECIIEYNTh CBOEBPEMEHHOE BBISBICHUE M HA4yajo JICYCHHS OOJbHBIX

I[eTeﬁ C OCJIbIO MTPCAOTBPAICHNA UX NHBAJIUIU3AIIUN.



1. Kparkast ungopmanus

1.1 Onpenesienne 3a00/1eBaHNS WJIN COCTOSHUSA (ITPyNNbI 3200/ 1eBAHUA WJIH
COCTOSIHMH)

l'unepdennnanannHeMu — Tpynna ayTOCOMHO-PEIIECCUBHBIX — 3a00JieBaHUi, OOYCIOBIEHHBIX
HapyleHueM oOMeHa He3aMeHUMOW aMUHOKUCIOTH (heHmnananuna (PA), mocTynarorieil B Opranuzm
yesioBeka ¢ OenkoBoil nuiel. ['uneppennnanannnemun (I'@A) oObeIUHSIIOT HECKOJIBKO T€HETUUYECKU
reTeporeHHbIX (QopMm HapyuieHud obmena DA, CXOmHBIX MO KIMHUYECKUM MPU3HAKAM:

(GeHUIKETOHYpHSI M HapyIlIeHHs 0OMeHa TeTparuapoouonTepuna [2, 16].

Oenmnkeronypus (OPKY) — runepdenunananunemus (I'@A), oOycroBieHHas HEAOCTATOYHOCTHIO
akTUBHOCTU (eHmnananuaruapokcunasbl (OAIY) u npuBoasimas k HakorieHHto B opranmsme DA u

IPOIYKTOB ero Mmeradonusma [16, 17, 33].

Hapymenust oomena terparuapoduontepuna (BHs-nepunutnas I'OA) — rereporennas rpymnmna ['OA-
COCTOSIHUM, BBI3BAHHBIX JNEPHUIIMTOM OJHOTO M3 (PEPMEHTOB, YUACTBYIOIIUX B IIEMU OMOXUMHUYECKHUX

npeBpainieHuid rerparuapoouontepuna (BHy) [16,17, 34, 35].

1.2 JTHoN0THS ¥ TATOreHe3 3200JIeBAHUS UJIU COCTOSIHUS (TPYIIIbI
3200J1eBAHUN WM COCTOSTHUI)

B HOpMeE B opranusmMe uenoBeKka OCHOBHOE Koau4decTBO DA yTUIIM3UPYETCS MyTEM MPEBPAILICHUS €TI0 B
TUPO3UH, KOTOPBIM B CBOIO OuYepedb CIYKHUT CyOCTparoM [Jjisi CHUHTe3a OWOTeHHBIX aMHUHOB U
MenannHa. Jlumbs Hebombmoe konmmaectBo MDA wmcmonmb3yercs s cuHTe3a Oenka. I[IpeBpamenue L-

¢denunananuna B L-tupo3un ocymecTrisieTcs ¢ momotbio pepmerta AT (puc.1).
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Puc. 1. Peakmus (1) — mpeoOpa3oBanue ¢eHunaJaHuHa B TUPO3UH TOJ JICUCTBUEM

dbeHnnaaHuHTUAPOKCUIIa3bl; peakuus (2) — TterparuppoOuontepun (B mpucyTcTBuu Fe2+) mon



JEHCTBHEM dbepmeHTa JUTUIPOONONITEPUHPEAYKTA3bI OKHUCIISIETCS pi (o) oOpa3oBaHus

TUTUAPOOUOTNITEPUHA.

B ocnoBe maroreneza ['DA nexut OGnokupoBaHue ruApokcuianpoBanus GA W mpeBpalleHus: ero B
TUpOo3uH. [IpsIMBIM cCleICTBHEM 3TOTO HapyIIeHUs SBIAIOTCS HakoruieHne ®A B opranusme u
CHIW)KEeHHE oOpa3oBaHus THpo3uHA. [Ipu BBICOKMX KOHUEHTpamusx DA NPOUCXOIUT aKTHBAIUS
aJbTEPHATUBHBIX IyTeH ero wmeradomm3Ma ¢ oOpazoBaHueM (eHwImupyBara, (EHHIaIeTara,
(heHnIITaKTaTa M IPYruX MPOU3BOJAHBIX, OKA3bIBAOIINX TOKCUYECKUN d((PEKT Ha pa3IuyHbIe OPTaHbl U
TKaHu [16, 17].

B naubonpiieit cTemeHW CTPajalOT CTPYKTypbl LeHTpadbHOW HepBHOUW cuctembl (LJTHC).
[ToBpexxieHne roJoBHOTO Mo3ra CBsizaHo ¢ 3pdexramu n30pITka DA: nucOaTaHCOM aMHUHOKHCIOT B
TKaHSX MO3ra, 00yCJIOBIEHHBIM TOPMOKEHHEM MX BCACBIBAHHS B JKEIYIOUYHO-KHUIICUHOM TPAaKTE WM
HapymIeHHEM peadCopOIMKM M3 MOYECYHBIX KaHAJBIIEB B YCIOBHUSAX H30BITOYHOTO comepxkanus DA B
KUAKUAX Cpelax OpraHu3Ma, HEOOXOAMMBIX /Jisi CHUHTE3a Oelika, HapylIeHHEeM OO0pa3oBaHUS WU
CTa0MIM3aluu  MOJIUPUOOCOM, CHUKEHHUEM CHHTE3a MHEIMHA, HOpaJIpeHalliHa M CEPOTOHUHA,

UTPAIOIINX UCKITIOUUTENILHO BaXKHYIO poJib B co3peBanuu U ¢pynkunonuposanuu [HHC [14, 16, 17].

DA sBisercs KOHKYPCHTHBIM I/IHFH6I/ITOp0M TUPO3HUHA3bI — KJIFOUCBOI'O (bepMeHTa CHHTC3a MCJIaHHHA.
EJIOK&I[a 9TOI0 MyTHU, HApsSAAY C YMCHbBIICHUCM OOCTYITHOCTHU TUPO3HWHA, ITPCAIICCTBCHHHUKA MCJIaHWHA,

MPUBOJIUT K TUIIOMIUTMEHTAIIMU BOJIOC U KOXHU [3].

AxtuBHOCTh (hepmenTa AT 3aBUCHUT OT Tpex OCHOBHBIX KoakTopoB: DA -cTumynupytomiero Oenka
(DAI'C), rerparuapodbuontepuna (BH4) u monekynspuoro kucnopona. ®ynkuust BHy 3akmtouaercs B
CTaObMIN3aIMU YeTBEPTUUHON CTPYKTyphl (ponmunre) GAD u npyrux pepMeHTOB, y4acCTBYIOIIUX B
THJIPOKCUIMPOBAHUM TUPO3UHA, Tpunitodana, aprununa (Puc. 2).
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Puc. 2. Ponb TerparunpoOuontepua B rTuAPOKCUIUPOBAHUNA APOMATUUECKUX aMUHOKHUCIIOT.



1.3 dnuaeMuo0rust 3200J1eBaHNS WM COCTOSAHUSA (TPyNIbl 3200/1eBAaHUN WU
COCTOSIHMH)

Yacrtora ['@A cpenu HaceleHUs IUIAHETHI 3HAYUTEIIBHO BapbUPYET B 3ABUCHMOCTH OT MOITYJISIUU: OT
1:4370 B Typrmuu go 1:80500 B SAnonwu. HanGomnpiiast pacnpocTpaHEeHHOCTh 3a001eBaHUe OTMEYCHA
cpeau eBporeonaHoi packl [3-5]. Ilo ganHbiM EBpomnelickux 1eHTpoB ckpuHuHra I'DA, gactora
3a00J1€BaHUsI B BOCTOYHO-EBPONEHCKOM MOMYJISAIMKU BIIIE, YEM B MOMYJSLMIX 3arajia U Foro-3anaja
EBponel. B Upnanauum vacrora I'@A cocrasisier 1:4500 1:7300, B Utanuu 1:12280, I'penun 1:18640
[5]. B CrangunaBckux momyasnusax dactora [' DA HCKIOUUTEIRHO HU3KA, 0COOCHHO B DUHIISHINH
1:71000 u [IBeuuu 1:43230 [4, 5].

B Poccun no nanHbiM HeoHaranbHOTO cKpuHUHTA yactota 'DA cocrasnsger 1:7000 u xonebnercs B
pasmuuHbIX peruoHax ot 1:4735 B Kypckoit obmactu 1o 1:18000 B PecnyOmuke TeiBa. B CaHkT-
[letepOypre uactora DA 1:7600, B Mockse 1:5600. ®AI-nepunutHas ['DA BoiBisercs B 97-98%
cinyuaeB. BHy-nepunutaeie ['®A cocrasnstor 1-3% ciiydaeB, BBIABICHHBIX B XOA€ HEOHATAIHHOTO

CKpuHHUHra [8].

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200/I€BAHUA WIH COCTOSIHUA (TPYIIIbI
3a00/1eBAHUN WJIH COCTOSTHUI) M0 MeKAYHAPOAHON CTATUCTHYECKOM
kiaaccupukanum 00Jie3Hed U MPo0JIeM, CBSI3AHHBIX CO 310POBbEM

E70.0 Knaccuueckast heHUITKETOHYPHSI
E70.1 dpyrue Buasl runepdeHmiagiaHuHEMUn

KommenTapuu: x xnaccudeckorr denunketonypun (E70.0) otHocsatcs ['DA, oOycioBieHHBIC
naToreHHbIMU BapuaHTamu B reHe PAH. K npyrum Bugam runepdenunananuHemuu (E70.1) - BH4-
nedurutabie ['DA.

1.5 Kinaccudurkauus 3a00/1eBaHIs WU COCTOAHUSA (IPyNNbI 3200/ 1eBAHMH WU
COCTOSIHMH)

CymecTtByeT Heckonbko moaxonoB K kinaccuduxamuu ['OA. Beimensior GAl-3aBucumyio u OAIl-
He3aBucuMYI0 GopMbl ['®A. B 3aBUCHMOCTH OT TSHKECTH W MaKCUMaJbHOM KOHIIeHTpammu OA B
KPOBHM [I0 JICYEHHUS IOCJIE€ YCTAHOBKHM KIMHUYECKOTO JMAarHo3a WM CKPUHUHIAa HOBOPOXKIECHHOTO

BBIJICIISIOT JIETKY10, YMEPEeHHYI0 Win Tskenyto Gopmbl ['DA (IIpunoxenue I'1).

Jlerkass ¢dopma ['DA tpeOyer HaOmofAeHUS W TMpoBeAcHHs AuQGepeHITNaATbHON IUarHOCTHKU.
Crpororo nuernyeckoro JiedeHus: npu 3toil popme I'PA, kak mpaBuio, He Ha3HayaroT. [lanueHTsI ¢
nerkoit popmoit ['DA 1omKHBI HAXOIUTHCA TOJ] CUCTEMAaTUYECKUM HAOIIOCHHEM Bpada ¢ KOHTPOJIEM
ypoBHsi @A kposH [3, 16, 42].



YMmepennass ¢opma ['DA moapasymeBaeT COXpaHEHHME YacTHUHON akTHUBHOCTH (epmenta DA,
TpeOyeT CcOONMIOAeHUsl TUNO(PEHWIANIAHWNHOBOM  JAMEThl, a Takke TMPOBEACHHUS TecTa Ha
YYBCTBUTEJIBHOCTh K CHHTETUYECKOMY aHAJIOTy TeTparuapoouontepuna — Camnpontepuny** ¢ uesibio

€ro Ha3HAUYCHMsI COBMECTHO ¢ TUNOo(eHUIaJaHMHOBOK aqueToi [16, 28].

Tsoxenas popma ['DA obOycinoeneHa MUHMUMaIbHONW akTUBHOCTHIO (epmeHTa DAI. Ona Tpelyer
COOMIONIEHUs CTPOroi TUNO(EHMIATAHUHOBON AUETHI, a B HEKOTOPHIX CiIy4asx (Mocliie OonpeneneHus
TCHOTHUIIA) MIPOBEICHUS TECTa Ha YYBCTBUTEIBHOCTh K camponTtepuny** (kom mo ATX A16AX07) ¢

OEJIbIO BBIABJICHU A MOTEHIIMAJILHOM YYBCTBUTCJIIBHOCTHU ITAIUCHTA K KO(I)aKTOpHOﬁ TCpalinu.

Ha ocHOBe [aHHBIX MOJEKYISIPHO-TEHETHUYECKUX UCCIEeNIOBAaHUN Oblla CcO3[JaHa COBpPEMEHHas

knaccudukamnus ['OA, kotopast oTpakaet stuonarorenes 3adonesanus (IIpunoxenne A3.2) [6-13].

Oenmnkeronypus (runepdenunananemus DAI-nedumurHas) obycnosineHa nedexktoMm depmeHTa
denunananuaruapokcunassl (OAIY), mpeobpazyromero @A B TUPO3WH MPU Y4aCTHUU KOpaKTopa U
manepona BHy4. Hapymenue paborer GAIT mpoucxoaut B pesynbrare MyTauuid B reHe PAH,
pacnonaratoniemcsi B peruone  12q22-q24.2. JlanHas HO30j10THSl  sBIsieTca — HauOolee

pactpocTpaneHHOU (popmoii u BeTpedaeTcs B 98% Bcex cimydaeB ['DA [6, 7].

B nacTosiee BpeMs M3BECTHO HECKOJIBKO T€HETUYECKH rereporeHHbiX popm BH —nepunutheix I'OA

(ycrapeBiiee HazBanue «arunuunas OKVY»):

1. BH—nedumnmrras ['®A (Tun A) o0ycIioBieHa HEIOCTAaTOYHOCTBIO 6-
[IUPYBOMIITETPAruAPONTEPUHCUHTAZBI (PTPS), y4acTBYIOLIEN B rporecce CHUHTE3a
TETparuapoOuoNnTepuHa u3 AuruapoHeontepuH Tpudocdara. 3aboneBaHHE BBI3BAHO MYyTaIlHeH
CTPYKTypHOro TeHa PTS NIUTO301bHON 6-IMHPYyBOWITETPArHIPONTEPUHCUHTA3bI, COIPOBOXKIAETCS
(depmentaruBHOl HemoctarouHocThio PTPS B mewenu u sputpoumrax. I'en PTS pacnosoxkeH Ha

JUTMHHOM I11eue XxpomocoMmsl 11, B paiione q22.3-23.3 [6, 7, 9, 34, 35].

2. BHy—nepunutnas TDPA (tun B) oOycioBieHa  HEIOCTAaTOYHOCTHIO  T'YaHO3UHTPHU-
¢docdaruuknoruaponassl 1 (GTPCH), xotopas GyHKIMOHUPYET HA Ha4aJIbHBIX dTanax cuHre3a BHy,
npeoOpa3ysa ryanosu S'—tpudocdar B gurunponeontepuHTpudocdar. depmMeHT KOHTPOIUpPYETCs
reHoM GCHI, nokanu30BaHHBIM Ha JJIMHHOM Ijiede Xpomocombl 14, B peruone 14q22.2 [6, 7, 9, 34,
35].

3. BHy—nedumuraas ['®A (tun C) obycnosnena nedunmrom auruapontepu-auHpenykrassl (DHPR),
KOTOpasi KOHTpoJupyeT BoccraHoBienne BHy w3  muruapobuwontepuna, obecrieuyuBasi —ero
peakTuBanuio. 3aboneBaHUE BbI3BaHO MyTanueil reHa ODPR, KOTOPBIA PACIONOXKEH Ha KOPOTKOM
rieye XxpoMmocomsl 4, B peruone 4pl15.3 [6, 7, 9, 34, 35].

4. BH4—nedunurnas I'@A (tun D) oOycnosieHa aeuiuToM nrepuH-4-o-kapoOmHOIaMUHACTHIpaTa3bl
(PCD), xoropasi Takxke ydacTByeT B BoccTraHoBieHnun BH4. ®epment komgupyercs renom PCBD,

JIOKAJIM30BAaHHOM Ha JITMHHOM 1uiede xpomocoMsbl 10, B paiione 10g22.1 [6, 7, 9, 34, 35].



5. JO®A-3aBucumasi 1uctoHus, oOycioBieHa AeduiuToM cenuantepuHpenykrasbl (SPR), ycioBHo
BxoauT B rpynny ['®A, Tak npu 3ToM 3a001€BaHUU OOBIYHO HE HAOIIONAETCs MOBBIIIEHHS YpOoBHS DA
B KpoBHU. Tem He MeHee, ypoBeHb DA TOBBIIIAETCS B TOJOBHOM MO3r€ MaIllMEHTa, 4TO 00yCIaBIUBaET
pa3BUTHE KIMHUYECKOW KapTHHBI, cxonHOoi ¢ npyrumu BH4—pedunmtaeimu 'DA. 3aboneBanue
CBSI3aHO C HENOCTAaTOYHOCTHIO (pepmeHTa SPR, KOTOpHI MpUHUMAET ydacTue B 3aKIIOUUTEILHOM
srarie cuHTe3a BHy. AKTHBHOCTH cenmmanTepuHpenyKTas3bl KOIUpPYeT TeH SPR, pacroyIoKEHHBINM Ha

JUTMHHOM I1JIEY€ XPOMOCOMBI 2, B peruoHe 2q13.2 [6-8].

6. I'uneppennnananunemus 0e3 neuimTa TeTparuapooronTepruHa o0ycaoBIeHa MyTallUsIMU B T€HE
DNAJC12, xogupytouiem 6enok JDP1. benok JDP1 Bemonuser pynkuuio cxoxyto ¢ BH4 — spusiercs
manepoHoM il ()epMEHTOB, YYACTBYIOIIMX B METAa0OIM3ME HEUPOTPAHCMUTTEPOB M (HOJIUHTE
depmenta AT Takum obpazom, gedext rera DNAJC12 nmpuBoauT K pa3BUTHIO (DEHOTHIIA CXOKETO C
BH4-nedunurapiMu ['OA [6-8].

1.6 Knuauveckasi kapTuHa 3a00/1eBAHUS UM COCTOSIHUS (TPYIIIbI
3200J1eBAHUM WJIM COCTOSTHUIN)

Kiaunnueckue ocooennoctn DAI'—nepunutnoii I'PA (kiaaccnueckoii DKY)

Knunnueckue nposiBneHus: 3a001€BaHMs 3aBUCAT OT CPOKOB Hadaja Teparuu, TSHKECTH MyTallMOHHOTO
noBpexnaenue ¢epmenta. be3 addexkTuBHON Tepanuu y OOJBIIMHCTBA MAIMEHTOB C TSXKEIbIM
nepunurom DAL, u3BecTHbIM Kak kinaccuueckas OKYVY, pa3BuBaercs Tsxeloe MOpaxeHUE HEPBHOU
CUCTEMBI, TPU CBOEBPEMEHHOM HaJajle Tepanmuu €cCTh BO3MOXKHOCTh W30€XaTh BBIPAKECHHBIX

KIIMHUYECKUX TPOsBIIeHUH O0ome3nu [21].
IManuenTs! ¢ Taxkenoi I'DA (kiaaccuueckoin PKY) 6e3 Trepanuu

B nepBbie Henenu xxu3au netu ¢ A BeimsasaT 310poBbiMu. Manudecranus 00jie3HH MPOUCXOIUT B
BO3pacTe 2—6 MecCsLeB NpU OTCYTCTBHM IUETOTEPANUHM, OTMEYAETCSl BSUIOCTb, OTCYTCTBUE/NIOTEPS
HMHTEpeca K OKpY’KalolleMy, MHOIJa HaoOOpOT, MOBBILIEHHAS Pa3paKUTEIbHOCTb, OECHOKOICTBO,
TUIIEPTOHYC MBI, TUneppediIekcus, 3K3eMaTo3Has Chillb. XapaKTePeH «MBIIIMHBIA 3amax» Mora u
MOYH, KOTOpBII OOBSICHSETCS BblAeNeHHEeM (eHwanerara, ¢peHuanupyBara. Bo BropoM mnonyronuu
KU3HU HaOJI0IaeTCsl perpecc B MOTOPHOM U IICUXOPEYEBOM PAa3BUTHM: JETH NEPECTAIOT pearupoBarhb
Ha o0pallleHHYI0 pedb, Y3HaBaTh MaTh, HE (PUKCUPYIOT B3IVISI U HE PEarupyroT Ha spKHe UTPYIIKH, He
[IEPEBOPAYMBAIOTCA HA JKUBOT, HE CUIAT. DU3NUECKOE pa3BUTHE HAPYLIEHO B MEHBIIEH CTEIECHH,
OTHAKO, BBISABIISIETCS HEKOTOPOE YMEHBIIEHNUE OKPYKHOCTH T'OJIOBBI MJIM JlaXkKe MUKpoLedanus, oonee
M03/1Hee Mpope3bIBaHue 3y00B. Y OOJBIIMHCTBA HEJIEUEHBIX JIETEH CBETJIbIE BOJOCHI, TONyObIe IV1a3a.
Ko’ka o4t MoNHOCTHIO JIMIIEHA MEJIAHWHA U UMEET MOBBIIIEHHYI0 YyBCTBUTEIBHOCTh K MHCOJISILIUU
U TpaBMaM, IIO3TOMY HEPEIKO HaONIONAIOTCS TsDKeNas 3K3eMa, JAEpMaTHUT, (DOJUTMKYISPHBIM KepaTos,

MOBBIIICHHAS! CKJIOHHOCTh K THOMHUYKOBBIM I/IHCI)GK]_[I/ISIM.

IIpu orcyTcTBUM JeueHus: pa3BUBAaeTCs Tsbkenas ymcrBeHHas orcranocTs (IQ<50). Dnunentuueckue

MPUCTYIIBI IO TUIY «CaJlaaMOBBIX» IMPHUIAJIKOB, «KUBKOBY», abcaHcoB BcTpeuarorcs y 50% OoNbHbIX,



OHM PE3UCTEHTHHI K MMPOTUBOCYAOPOXKHOM TEpanuu. ODNMWICNTHYECKYI0 aKTUBHOCTh MPU MPOBEACHUU
anekrposHuedanorpagpun  peructpupyror 'y  85-90%  OonbHbiX. Bo3moxHBI W jApyrue
HEBPOJIOTUYECKUE PACCTPOICTBA — aTakCUs, TUIIEPKUHE3BI, TPEMOP PYK, Mape3bl M0 LEHTPAITbHOMY
THUITY, YTO CBSI3aHO C HAPYIICHHEM MPOLIECCOB MHUEIMHU3ALMN HEHPOHOB M CHUKEHUEM IUIOTHOCTH
Oenoro BelIecTBa TOJIOBHOTO Mo3ra. BcenenctBue XpoHHMYECKHMX METabONMYecKUX HapylIeHUH

CHU)KaeTcsi o0pa3oBaHUE HEUPOTPAHCMUTTEPOB (10daMUHa, CEPOTOHUHA, HOPAIPEHAINHA).

B nacrosimiee BpeMst kiinHudeckue nposBieHus ‘@A npakTUYECKu HE BCTPEUAOTCSA B CBSI3U C paHHEH
JUArHOCTUKOM OOJIE3HM M CBOEBPEMEHHBIM HauyajoM JjieueHus. OJHAKO B PEIKHUX CIyyasx HallMeHTh
MOTYT OBITh «IPOMYILIEHb» MPU MPOBEACHUM MACCOBOTO CKPUHUHTA WJIM POAUTETU MOTYT HE
coOnroaTh HA3HAUEHHYIO JAHETY, IMOATOMY clieAyeT HCKiaodath ['DA mpu HESICHBIX CIydasx

YMCTBEHHOW OTCTAJOCTH y JETEH.
IManuenTs! ¢ Taxeno PAI'-nepunurHoi I'DA, Haxoasuecs: HA JIeYeHUN

HecmoTpsi Ha paHHee Hauajao JICYCHUS U COOJIONCHHME TUETHI, y IMAIIMEHTOB MOTYT HaOIIONaThCs
KOTHUTHBHbBIC HAPYIICHHUS, XapaKTEPHU3YIOIIHUECs OCOOCHHOCTSMU 3PUTENIbHBIX U HCIOJIHUTEIbCKUX
(GYHKIIMH, CHIDKEHHUEM CKOpPOCTH 0O0paboTKH HWH()OpMauy, HU3KUM YPOBHEM KOHIIEHTpAIUU
BHUMAaHUs, HapyLICHUSIMHU JUHAMHUYHOCTU MpoIlecca 3allOMHHaHus, peud. Jlake mpu HOpMallbHOM
YPOBHE MHTEJUJIEKTYalIbHOTO pa3BuTus y 96% nereit ¢ [ @A onpenensitorcsi pa3iMuHble U3MEHECHUS B
SMOILIMOHANILHON cdepe, MelIaone WX TMOJTHOLEHHONW COLMAIbHOM aJanTaluu: CHIDKEHHE
MO3HABATEIHHBIX CTIOCOOHOCTEH, BBICOKUN YPOBEHb TPEBOKHOCTH, SMOIIMOHAIbHAS HEYCTOUYUBOCTD,

TUIIEPAaKTUBHOCTb, arPeCCUBHOCTH [57, 59, 66].

Cpenu manueHToB, MOMyYaBIIUX TUNO(EHUIATAHNHOBYIO TUETY C BKIIFOUEHHUEM HecOaTaHCUPOBAHHBIX
IPOIYKTOB JieueOHOTO MUTaHus, B 4 paza Oosblie AeTel ¢ U30BITOYHON MAaccoi Teja U OKUPEHHUEM, a
Takke B 12 pa3 Oosbllle — € HEJOCTATOYHOCTHIO NUTAHUS 10 CPAaBHEHHUIO C OOJBHBIMH,
HaXOJMUBIIUMHUCS Ha JIEYCHUH COBPEMEHHBIMU CIIEHHUATU3UPOBAHHBIMU MPOAYKTaMH HAa OCHOBE
amuHokuciaor 0e3 DA. Tlpum mno3mHeM Hayane AUETOTEPANlUM TOMHMO  COXPAHSIOIIMXCS
HEBPOJIOTMYECKUX CHMIITOMOB OTMEYAIOT YyBEIMYEHHE 4ucia HU3Kopocibix naeredt (B 10 paz), c
HEJOCTaTOYHOCThI0 NuTaHud (B 6,5 paza), ¢ oxupeHueM (B 7 pa3) MO CPAaBHEHHUIO C TPyHIOH

MaIMEeHTOB, KOTOPHIM JICUCHHE OBIJI0O HA9aTO CBOCBPEMEHHO [67].

Ha ¢oHe snMMHHAIMOHHON TUETOTEpanuu MOTYT OTMEYaThCs Ne(PUIUTHI MUKPOIIEMEHTOB (IIMHKA,
CeJIeHa, jKele3a, MeIW W MarHus), KapHUTHUHA, -3 TIOJMHE- HACBIICHHBIX JKAPHBIX KHUCIIOT,
ButamuHoB B6, B12, B9 (dommeBoii kucnorel) [61-63]. MHOrMMH HCCIEOBaHUSIMHU OKa3aHa
BBICOKAs 4acToTa ocTeoneHnn y 60iapHBIX [ DA 10 cpaBHEHHIO ¢ 001Iel momyssnuei. OTHaKO TOYHO
HE YCTAHOBJICHBI MEXaHU3Mbl YMEHBIICHUS MHHEPAIBbHON TUIOTHOCTH KOCTHOM TKaHUW. BbisiBlieHa
CBSI3b TIPOIIECCOB pe30pOmu/hopMUPOBAHUST KOCTHOM TKaHU C MPUBEPKEHHOCTHIO K JUCTOTEpPANIUN U

JOCTaTOYHBIM MOCTYIUIEHUEM MUKPO3JIEMEHTOB C MPOIYKTAMHU CIIELUATIBbHOIO MUTAHUs [68].

Onenka kayectBa u3HM nered ¢ ['DA mokaszana, 4TOo Bce €ro mapaMmeTrpel — (usnuyeckoe,
AMOIIMOHAIILHOE, COIMAIbHOE (PYHKIIMOHWPOBaHHE, (YHKIIMOHMPOBAHUE B IIKOJIE/ JIE€TCKOM Camy —
HIKE 110 CPAaBHEHUIO CO 30pPOBBIMM CBEPCTHUKAMHM. MakCUMallbHbIE DPa3jW4usl yCTAHOBJIEHBI Y

ITIKOJILHUKOB, YTO, 1O MHEHHUIO aBTOPOB, CBSI3aHO C YBEJIWYECHUEM YMCTBEHHOW M (U3NUYECKOU



Harpy3Ku, HApaCTaHUEM HANPSHKEHHOCTHM BHYTPEHHHUX IMCHUXO3MOLMOHANBHBIX MpoueccoB. [Ipu atom
MOKa3aHO: 4YeM TMOo3Ke HauyaTo JiedueHue y OonbHBIX ['DA, TeMm HIKe IMoKa3aTeiau COIMAJIbHOTO U
poJieBoro (yHKIIMOHUPOBAHUS, a C YBEJIMUYCHHEM BO3pacTa 0OCIEIOBAHHBIX IETEH HIKE MOKa3aTeln

UX aJanTaliy B KOJJIeKTUuBe [69].

Koppenmsaumss Mexay HOBBILIEHHBIMU YpOBHAMU PA B paHHEM BO3paACT€ M JOITOCPOYHBIM
camkennem 1Q xopoio u3yuyena. Biausiaue ypous @A Ha [Q B TeueHue KU3HU TaKke OBbLIO MOKa3aHO
B MCCJIENOBAaHMAX HA B3POCHBIX. Tak, y Te€X, KTO CHHKAET CBOK IIPUBEPKEHHOCTb [IHETE C
OorpaHu4eHHbIM cozepxkanueM DA B 3pernoM Bo3pacte, [Q HEMHOro CHMKaercs, yTO elle Oosbliie

MOATBEPIKIAET KOHIIEIIINIO ITOKU3HEHHOW» THUETHI [4, 57].

Tem He MCHEC, HAXKC IIpU CTPOromM CO6J'IIOII€HI/II/I AUCTBI C HU3KHUM COACPIKAHHUEM DA Y B3pPOCIbIX
MOTYT Ha6JHOI[aTI)C$I KOTHUTHUBHBIC HAPYHICHHA, TAKHC KaK CHMIKCHHC S3BIKOBBIX HABBLIKOB, ITaMATH,

CKOPOCTH BOCTIPHSITHS M 00pabOTKH WH(pOpPMAIMH, CIIOCOOHOCTH K OOYYCHHIO M HCIIOJHUTEIHLHON

bynkmm [58].

B3pociibie, koTopeie HEe coOmoatoT AueTy ¢ orpaHuueHrueM A u UMEIOT TMOBBIIICHHBIH YpPOBEHb
®A B KpoBH, OOBIYHO IUIOXO KOHIEHTPUPYIOT BHUMAaHHE U JIEMOHCTPUPYIOT 3aMejICHHbIC

JBUTATEIbHBIE peakuuu [29, 58].

CymecTByeT Takxke 00yiee BRICOKHI YPOBEHb TPEBOKHOCTH, JAeTpeccuu, (o0l 1 TaHWYECKUX aTaK y
JIII, TIOTYYaBIIUX JICYCHHE B JACTCTBE, HO MPEKPATUBIINX TEPANUIO BO BTOPOM JACCATHICTUH >KU3HHU.
OTHU NaHHbIC, MMO-BUJIUMOMY, CBA3aHbI KaK C TEKyU[MMU, TaK U C aHAMHECTUYECKUMH JAHHBIMHU IO

conepxkanuto @A B kposH [3, 36, 60, 66, 67].
IauueHTHI ¢ MATKUM OMOXMMHUYECKUM U KIAMHNYecKNM (penorunom ®AI-nepuuntHoin I'MA

Cuauraercs, uro npu PAl—aedunurHon ['OA, naxxe ecnu xkoHreHTpanus DA B 1Ia3Me MOCTOSHHO
ke 600 mxmonw/n (10 mr/nn, equnuiel usmepennst GA: 1mr/ai coorBercTByeT 1Mr%, 60 MKMOIIB/IT)
y TAalNWeHTOB 0e3 JUETOTEepaluy PHUCK Pa3BUTUS HMHTEIJICKTYyalbHBIX, HEBPOJOTUYECKUX W
HEHUPOIICUXOJIOTHYECKUX HApyLICHUH Bblle, yeM y il 6e3 neduumra GAI. DkcnepTsl peKOMEHIYIOT

orpannuenne A st mOO0TO MarueHTa, y Koroporo yposeab ®A> 360 mxmonb / 11 (6 mr/mn) [5,17].

Onucanbl cinydan DAL ¢ nerkum gedpunurom DAL, y manmeHTOB C HOPMAJIbHBIM HHTEIUIEKTOM,
JIMAarHo3 KOTOPBIM YCTaHOBWJIM BO B3POCIIOM BO3pPACTE MPH BHE3ANHOM YXYALICHHUS NCUXUYECKOIO

cocrosinus [41, 60].
«MarepuHcKas (peHUIKETOHYPHUSD)

Cunapom wmarepurckoit ®PKY — KOMIIIEKC CHUMITOMOB, BO3HHMKAIOIIMX Yy JETE€H  JKEHILUH,
crpagatomiux ['DA © He MOIYyYaBIIMX CHEIUATU3UPOBAHHOE JedyeHue (auera W Op.) B
MperpaBuapHbli MEproJ W BO Bpems OepemeHHocTh CHHIPOM pa3BUBAETCA B Pe3yJbTaTe
BO3JICHCTBUS Ha IUIOJ TIOBBIMICHHOTO coaepkanus DA u ero MeTaboJWTOB B KPOBH MAaTEpH.

BrienstoT cienyroiye nposisjaeHus cuiapoma marepuHckot ®KY [4]:



-3aJ7iep>Kka BHyTpuyTpoOHoro pa3sutus (3BYP). Hactora He ommuaercs ot oOiei momyasiny, eCiu
MaTepuHCKHe YpoBHU DA KOHTPOJIUPYIOTCS B TEUCHHE MEPBBIX JIECATH HENETh OEPEMEHHOCTH; PUCK

3BYP mioga ysenuuuBaeTcs, €ciii KOHUEHTpanuss @A ONTUMHU3UPYETCS TO3HEE;

-mukponedanus. Puck cocrasnser 5-18% Bo Bpemst OepeMEHHOCTH, MpU KOTOpoil ypoenb DA y
MaTepy ONTUMHU3UPYETCs 10 OEpEMEHHOCTH U B TEUEHUE NEPBBIX JAECATU Heelb. PUCK yBennuuBaeTcs

10 67%, eciu cooTBeTCTBYIOMMKE YpoBHU DA HEe 1OCTUTHYTHI B TedeHue 30 Hemenb 0epeMeHHOCTH;

- BPOXXIEHHBIH MOPOK Cepaia M JApyrue mopoku pa3Butus. [loBwimieHHble KOHIEHTpauuun DA B
MaTepuHCKOM KkpoBu (> 600 MKMOJIB/J) BO BpeMs pPAaHHUX CPOKOB OEPEMEHHOCTH MPUBOIST
npuomm3uTeabHo K 8% -12% pucky mopokoB pa3BuTHs cepana. OEeHOTHNUYICCKHE OCOOCHHOCTH WU
Apyrue BpOXKICHHbIE Je(eKThl (BKIOYAs TPAaXEOMUIIEBOAHbIE CBUIIM U Jp.) Takke ObUIH

3apEruCTPUPOBAHBI Y JIETEU, POKIECHHBIX OT KEHIIUH ¢ ['DA;

-MHTEIJIEKTyalbHbI Aedunut (>90%). Kputndeckum 3HaueHueM sBIsAeTCS KoHueHTpaius DA B
MaTepPUHCKON KPOBH, MOCTOSHHO MpeBblmatomas 360 MKMOIIb/T BO BpeMst OepeMEHHOCTH, ¢ 00paTHOU
3aBUCUMOCTBIO MEXKy KOTHUTUBHOM (QyHKIMEel peOeHka u ypoBHeM DA B MaTepUHCKON KPOBU BHIIIIE

360 MKMOJIB/T;

IIpy MOCTOSHHOM JIeYEHHH M KOHTpoJie YpOoBHA PA KpPOBH PHUCK BPOXKIEHHBIX IOPOKOB PA3BUTHS

mioja y keHIuHbl ¢ ['@A MuHHUMaEH.
Kannnveckue ocobennoctu BHy—nepunurabix I'GA

Kimmanuecku I'®A-BH4 XapaKTePU3yTCS runepdeHnIaTaHuHEMUEH, neuIuTOM
HEHUpOTpaHCMUTTEPOB J0daMUHA M CEPOTOHHHA, MPOrPECCUPYIOIIUMHU HWHTEIUIEKTYaIbHBIMU U
MOTOpPHBIMU HapyuieHusiMu [4, 6]. Jlid STUX HO30J0THYECKUX (OPM XapaKTEpHO OTCYTCTBHE
MOJIOKUTETFHON KIMHUYECKOW TUHAMUKH HAa OorpaHuyeHue noctyrmieHuss DA ¢ numed u Ha ¢GoHe
afexkBaTHOro cHiKeHusi ypoBHa DA kpoBu. be3 neuenus BHy—nedunmrasie A tunsr A, B, C
UMEIOT CXOJHbIE KJIMHUYECKHE CHMIITOMBI M XapaKTepU3yIOTCs paHHEel MaHu]ecTaluei B nepBbie 3
MecCsla KU3HHU, a B TIOJIOBUHE CIIy4acB — B HEOHATAJIbHOM nepuoje. CTENneHb TSHKECTH KIMHUYECKUX
MPOSIBIICHUM y JIE€TEM M B3POCHBIX Bapbupyer. [Ipu TsHKENOM TEUeHMM B KIMHUYECKOM KapTUHE
npeobianaeT OBICTPO Mporpeccupyonias 3aaeprxKa NICUXOMOTOPHOTO Pa3BUTHS, TOHUKO-KIOHUYECKHE
CYIOpOXHBIE TPUCTYIBI, MOBBILIEHHAs BO30YIUMOCTb, TUNeppedaekcus, MbIlIedHass AUCTOHUS
(TUIIOTOHUS MBI TYJOBUINA, TUIIEPTOHYC MBIIIII KOHEYHOCTEH), CIIACTUYECKHUI TeTpanapes, a Takxke
AKCTpaNMpPaMUIHBIE CUMIITOMBI (XOpeu(OpPMHBIE TUIEPKUHE3bI), HAPYIICHHWE TOXOIKH, TpPEeMOop,
aTakcus, pacCTPONCTBA IVIOTaHUS, THIIEPCATUBALINSA, HAPYIICHUS TEPMOPETYISIIIMU, TICEBOOYILO0apHBIE
paccTporCTBa, OKYJIOTUPHBIE KPHU3bl (3MU30MYECKOE COJIPYKECTBEHHOE OTKJIOHEHHE Va3, OOBIYHO
HampaBJICHHOE BBEPX M JlaTepalibHO). B  HEKOTOphIX chydasx HAOMIOAAIOTCS W3MEHEHMUS
BBIPA)KEHHOCTH HEBPOJOTMUYECKUX CHUMITOMOB B TEUEHHE CYTOK: YXYAIIEHHWE BO BTOPOM IMOJIOBUHE
IHS, @ YTpOM, nocie cHa — ynyuiienue coctoauus Ilpu A u C tune BHy—nedpunurasix I'@A gacto
BcTpeuaercss mukpouedanus. Jlerkue ¢opmbl BH4-nedpunurasix T'dOA MoryT mnporekarb cC

MHUHHUMAJIbHBIMH KIMHUYCCKHMH IIPHU3HAKAMMU.



[ToBeimenne konmneHtpanuu PA B 1utazme kpoBu nanueHToB ¢ BHy—nedummraeimu ['OA moxer
CUJILHO BapbUpOBaTh OT HEOObION (He Oosee 360-600 MkMOJIB/JT ) 10 O4eHb BhICOKOM (2500 MKMOIIB/

J1), CXOIHOM ¢ TakoBOM mpu kinaccuueckoit OKYV.

VY yactu nanuentoB ¢ nedexramu rena GCH1 npu poxaenun copepxkanne GA B KpoBH MOXKET OBITH
HOpMaJbHBIM (Takue Ciyyau HE OyayT BBISBJIEHBI MPU HEOHATAIbHOM CKPUHHUHIE), HO TMO3JHEE
koHIeHTpanuss DA meproarYecKd MOXKET MOBBIMIATHCSA. B TKaHIX U OMOIOTMYECKUX >KUIKOCTSIIX
MAIMEHTOB OOJBHOTO OMPENEISIETCS PE3KOe CHIDKEHHE COJEP)KaHUS KOHEYHBIX METabOINTOB

OMOTEHHBIX aMUHOB — TOMOBAaHUJIMHOBOM U S-TUJIPOKCUUH]IOTYKCYCHOM KHUCJIOT.
Hepocrarounocts 6-nupyBomsterparuapontepuncunrerasnsl (BH4—nepunurnas ['OA tum A).

DTOT BapuaHT SBJISETCS HauOOosee paclpoCTPaHEHHbIM, OH 00yciiaBnuBaeT okosno 60% Bcex ciydyaeB
I'®A ¢ nedurmurom BH4. TlposBisieTcst B Tshkeaou (IieHTpaibHas) U yMepeHHO# (repudepruueckas)
dopmax. IlepBas, Hambomee dvacto BcTpeuaromascs (80%) Tsokemas dbopma COTPOBOKIACTCS
BBIPOKEHHBIM CHUKCHHEM COJIEp)KaHMsI OMOTEHHBIX aMHHOB CEPOTOHMHA M KaTeXOJaMHWHOB B

1epeOpOCIUHAIBHOM KUJIKOCTH (JTUKBOPE).

[Ipu TspKRENON hopMe HecnenuPUIecKne CUMITOMBI MOTYT TPOSBISATHCA C MEPBBIX HEACHb KU3HU
peOeHKa: MblllIeyHasi TUIIOTOHMSI, BSIIOE COCAaHME, CHUYKEHUE JBUTAaTeNbHON akTuBHOCTU. HekoTtopbie
JETH POXKAAIOTCS C MPHU3HAKAMU 3aJI€PKKU BHYTPUYTPOOHOTrO pa3BuTus. HapyiieHus co CTOpOHBI
[EHTPaJTbHOW HEPBHOW CHCTEMBI OOBIYHO CTAHOBATCS 3aMETHBIMU B BO3pAacTe OKOJIO 4 MECAIIeB.

be3 nmnpumeHeHusT TATOTEHETUYECKOM TEpanmuyd y MAIMEHTOB OTMEYalTCS  COHJIMBOCTb,
pa3apaXXUTEIbHOCTh, MBbIIICYHAS JUCTOHUS, THUIIEPKUHE3bl, TUIIEPTEPMUs, TUNEPCAIUBALUS U
TPYIHOCTH C TJIOTAHUEM, Jlajee K yKa3aHHBIM CHMITOMAaM MPUCOEAUHSIIOTCS CYIOpOTH (TOHHUKO-
KJIIOHMYECKHE, MUOKIOHUYECKHE), pa3BUBAeTCSI yYMCTBEHHas OTCTanocTh. Ilpm 31Ol dopme dacto
HaoOmonaercst mukpouedanus [70]. Ilepudepuueckas ¢Gopma xapaKTepuszyeTcsi HE3HAYUTEIbHBIM
CHIDKEHHEM YPOBHsI HeWpomenuaropoB, HeBbicokor ['DA, Oosee OmarompusiTHBIM KIMHUYECKUM
TEUCHUEM C IMO3JHEeH MaHumdecTanueid 1 yMmepeHHbIM nopaxkenueM [[HC. Yxynmenune cocrosHus
00IBbHOTO OOBIYHO TIPOUCXOIUT B MOAPOCTKOBOM BO3PACTE W MPOSBISICTCS HEHUPOBETCTATUBHBIMU U

00JIeBBIMH MPUCTYTIAMHU.

Henocrarounocts ryanosuntTpudocharuukaornapoaassl 1 (BHy—nepunurnas 'dPA tun B),
npuBosmas Kk knuHuke ['@A-BH4B [6], takxke Bbi3biBatoT JJODA-3aBUCHMYIO0 AUCTOHUIO, KOTOpast
MOXKET HacCJEeI0BAThCS MO ayTOCOMHO-IOMUHAHTHOMY THUIly. [[aliMe€HTBI MMEIOT NPOrpeCCHPYIOLIYIO
HEBPOJIOTUUYECKYIO CUMIITOMATHKY, OOBIYHO MPOSBISAIONIYIOCS Msrdye, ueM npu kiaccudeckor ®KVY B

OTCYTCTBUU JICHCHUS.

Henocrarounocts qurnaponrepuautpenykrassl (BHy—nepunurnaa I'®A tun C). Kinnuyeckue

IPOSIBIICHUS ATON (POPMBI CXOXKH € KIMHUKON nipu Apyrux popmax ['OA-BHA4.

Henocrarounocts nrepuH-4-o-xkapounosamunaeruaparassl (BH4-gepuuurnas I'PA tun D)

XapakTepu3syeTcsl J100pOKaueCTBEHHBIM, MaJJOCUMIITOMHBIM TeueHHueM 3a0oseBanus . [6].



Henocrarounocts cennantepunpenykrasbl (JOPA-3apucumas qucronusi). OnucaHHble ciiyyau

nedexrtoB rena SPR He compoBoOXxaaroTcs runepdeHunataHuHeMueii. KiuHuueckue MposiBICHUS
cxonHel ¢ DA-BH4 [64].

B MnanendectBe MOTyT OTMeuYaThCsl Heclen(UYECKUe CUMITOMBI: 33JepKKa MOTOPHOTO Pa3BUTHS
Y HU3KUN MBIIIEYHBIN TOHYC. 3a0oieBaHre 0OObIYHO Pa3BUBAETCS HA MEPBOM TOAY JKU3HH, IPOSBISAACH
JTUCTOHUEH, 3a1epKKOU (POPMHUPOBAHUS JIBUTATEIbHBIX M PEUEBBIX HABBIKOB, MBIIICYHON CIa00CTHIO,
[EHTPAIBHON TUTIOTOHHUEH, a TAaK)KE OKYJIOTUPHBIMU KpU3aMU; BEIPAKEHHOCTh CUMIITOMOB KOJIEOIeTCs
B TE€UEHHE CYTOK (HOUYBIO HAOIIONAeTCs YXyAUIEHHE, YTPOM, MOCJIE CHAa — YIyUYLIEHUE COCTOSHHUS).
[ToznHee wacTo pa3BUBAIOTCS HApYLIEHUS CHAa M TICHUXOJIOTMUECKUE PACCTPOUCTBA (TPEBOXKHOCTD,
Pa3apaKUTEIBLHOCT). YacTO BO3HHMKAIOT HMHTEJUICKTyaJbHBIE HAPYIICHUS, HO y MHOTHUX OOJBHBIX
HaOIIOMAIOTCS TOJBKO JIETKHE WM YMEPEHHbIE TPYAHOCTU MpH oOyueHuu. Pexke pa3BuBaroTcs Takue
CUMIITOMBI, KaK MapKUHCOHU3M (TpeMop, OpauKUHE3UsI, MBIIIEYHAs! PUTUIHOCTD, 3aCThIBILIEE JIHIIO),
Iu3apTpusi, TUeppeIeKCHsi, MOBBIIICHHBIN TOHYC MBIIII KOHEUHOCTEH, BETETaTUBHBIC HAPYIICHUS.
Bo MHOrmx cnydasx IUCTOHHUS M BBIpQXCHHBIC KOJICOAHWS CHUMITOMATHUKUA B TEYCHHE CYTOK

IMPOABJIAAKOTCS JIMIIBb HA Ooinee HOSIIH@IZ craanu 3a00JIeBaHMs.

[Tockonpky mpu 3TOM (hopme Oone3Hu He HaOmomaercs moBbimieHHe A B KpoBH, a MOAXOIBI K
TEpanuy TPUHIUNHAAIBHO OTIMYAIOTCS OT BceX Apyrux Qopm HapymeHuii oOMena DA, Ooiee
JNETAIBHOE OMNUCAHUE HEAOCTATOYHOCTU CEMHANTEPUHPEYKTa3bl HE MPUBEIACHO B JAHHBIX

KIIMHUYCCKHUX PCKOMCHAAINAX.

I'DA 06e3 pedpunura TerparmapoduonTepuHa, od0yciaoBjieHHass MyTanusivu B rene DNAJCI2.
Jlannast ¢opma OOBIYHO BBISBISETCS MPU CKPUHUHIE HOBOPOXKIEHHBIX. KIMHUYECKHE CUMIITOMBI
cxomabl ¢ apyrumu ['@A-BH4 dopmamu: 3amepkka IICMXOMOTOPHOTO Pa3BUTHSI, TTOBBIIICHHAS
BO30YyIMMOCTh, TUTEeppedIIeKCcHs, MBIIICYHAas IUCTOHHS, B 0ojiee cTapIieM BO3pacTe- pa3iuyHas
CTENEHb HApyUIEHUS MHTEUIEKTa. Y HEKOTOPbIX MMalMeHTOB B neTcTBe pa3BuBaercs JIODA-
3aBUCUMBIN APKUHCOHOIOA00HBINA cuHIpoM. [Ipu mabopaTopHOM HCCIIEIOBAaHUH BBISBISIOT Je()UIIUT
JOTIAMHHA, CEpOTOHWHA B  CIMHHOMO3TOBOM  JKHUAKOCTH, W  HOPMAJIbHBIH  METa0OoJIu3M

TeTparuapoounonTepuHa [65].

Takum 00pa3oM, MOXXHO BBIAEHUTH 6 (opm ['DA, paznuyaromuxcs Mo MOAXOJaM K JHArHOCTHUKE,
nedenunto u HaOmoneHuto: Al —nedurnuraas ['DA, nerkas ¢popma (He TpeOyrolas TEparnuu 10 roaa),
OAl'-nepunurnas I'GA ymepennas ¢popma, TpeOyromias tepanun; PAI—nepunutHas ['OA, tsxenas
dbopma, TpeOyromas Tepanuu; OAl'—nepunmrHas ['DA, dyBCTBUTENbHAsS K Tepaluu
canponrepuHoM™*; BH4—nepunutasie ['OA; marepunckas OKVY (kmaccuueckas HeHUITKETOHYpHS,

OEepeMEHHOCTB ).



2. Jlmarnocruka

Kpurepnu ycTaHOBJICHHS INAarHO3a:

[ aenvim kpumepuem ouacnocmuxu I'@PA aensemcs nogvluiennoe cooepoicanue QeHunalanuna 6
kposu eviue 2,0 me% (120 mxmonv/n), Komopwlii onpedensiemcs 8 nepayro ouepedb NPu HeOHAMAaIbHOM

CKpUHUHCZeE.

Huaenoz I'PA noomeepycoaemcss npu HAIUYUU UIU OMCYMCMBUU XAPAKMEPHBIX KIUHUYECKUX
nposisieHull 3a001e6anUs 8 COYeManul ¢ NOBLIUEHHbIM COOepIcanuemM (peHulaianuna 6 Kkpoesu. /s
sepughuxayuu OuacHo3a HeoOXO0UMO OONOIHUMENLHOE NPOBEOeHUe MONEK)IAPHO-2eHEMUYECKO20

mecmupoearnus u onpedeﬂeﬂue COONIHOWEHUA qbeHuﬂanaHuHa/mupowna.

2.1 7/Ka,100bI 1 aHAMHE3

bonpmmHcTBO manueHtoB ¢ ['@A  OUArHOCTUPYIOTCS NpPH IMPOBEAECHUM MAaCCOBOTO CKPUHUHIA
HOBOPOXIEHHBIX M TMPU CBOEBPEMEHHOM HA3HAYEHUU CHECHHAIM3UPOBAHHOM JIUETOTEpAIlUU

3a00J1€BaHKE MPOTEKAECT O€CCUMITTOMHO.

CriekTp BO3MOXHBIX kajio0 y manueHToB ¢ ['DA, KOTOphIM AMAarHO3 yCTAaHOBJEH MO3AHO WM MpU
OTCYTCTBUU JICYCHHS, MOXET OBITh BEChbMa IIHPOKUM M 3aBUCUT OT (OpMBI 3a00JEBaHUS

(KIacc4ecKor MM HEKJIACCHYECKOM ), U MHIMBUIyJIbHBIX 0COOCHHOCTEH TeueHus Oose3Hu [6].

Kanooblr npu DPAI—nedpunutnoii I'DA (kiaaccmueckoit ®KY): olmas 3amepkka pa3BUTHA,
3a/IepKKa poCTa, 3aJIEpHKKa pEYEBOTr0 Pa3BUTHUS, 3aJIepKKa COLIMAIIBHOTO Pa3BUTHS, MHTEIUIEKTyalbHas
HE/JI0CTaTOYHOCTh, AHOMAJIMM IOBEJCHUS, JCPUIUT BHUMAHUS W THUIICPAKTUBHOCTH, ayTOArpeccus,
JETIPECCUBHOCTh, AYTHU3M, HApYIICHUE NaMSTH, CYIOPOKHBIE MPHUCTYIbI, MBbIIIEYHAs TUIOTOHHS,
TUIIEPTOHYC MBI KOHEYHOCTEH, TpEeMOp, MOTepsl JIBUTATEIbHBIX HABBIKOB, TOIIHOTA, PBOTA,
aHOMAaJIbHBIN 3amax MOYH, MOTEps TACTUYHOCTU KOXKHU, TMIONMMIMEHTAIUsl KOKU U BOJIOC, IK3EMa,
KaTtapakta Mukponedanus, runepPeHuIaIaHuHeMus U CHUXKeHuEe akTuBHOCTU DAL’ 1o gaHHBIM
1a0b0paToOpHBIX HCCIEAOBAHUN, KaJbIIMHATHI TOJOBHOTO MO3ra, MOpa)XXeHHe Oesoro BellecTBa

rOJIOBHOTO Mo3ra 1o pesyiasraraM MPT uccnenoBanus.

Kanoost npn BHy—nepumurabix 'DPA (Moryt coxpansatbes Ha (OHE COONIONEHUS JIHUETHI C
orpannuennemM @OA): 3arpygHeHHUS TPYIHOTO BCKapMIIMBAHHS, 3aJ€pKKa MOTOPHOTO pa3BUTHS,
MUKpouedanusi, MOBBIIIEHHOE CIIOHOOTAEICHHE, HapyLIeHUs DJIOTaHMs, COHJIMBOCTH, IITO3,
JUXOPAJIOYHbIE 3MHU30/Ibl, SKCTPAUPAMUIHbIE HapylIeHUs (MapKUHCOHM3M, XOpPE0aTreTo3, XOpes),

OIN304bI KPATKOBPEMCHHOTI'O 6I>ICTpOFO COKpalICHUC MBIIIII.

o Pexomenayercs uckimounth ['DA Bcem manueHTam JIF0O0TO Bo3pacTa 0€3 yCTaHOBICHHOTO paHee
nuarHo3a ['GA npu HamUuuM CHEAYIOMMX KIMHUYECKUX TMPOSBICHUNA C LENbI0 YTOYHEHHUS
JIMarxo3sa:

e OTATOIICHHBIN CEMEMHBIN aHAMHE3

e DIIMJICIICUA



e pa3NIMyYHas CTENEHb YMCTBEHHOM OTCTAIIOCTH

e MPOOJEMBI C TOBEACHUEM, BKIIIOUAsl pACCTPOMCTBA ayTUCTUYECKOTO CIIEKTPA

e JKCTpaNHUpaMUHBIC HApYIIEHUs (B TOM YHUCIIE€ MAPKUHCOHOMOAOOHBIE HAPYIIEHUS Y B3POCIIbIX )
e 3aTXJIBI («MBIIIUHBINY, «BOTYUI) 3aMax Teia

e DK3eMa, CHI)KEHHE MTUTMEHTALIMHU KOKHU M BOJIOC [2]
YpoBenb yoeauTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB 5)

e Pexomenayercs uckiaounth ['DA y jKEHIIUH pENpOAYKTUBHOIO BO3pacTa, UMEIOIIUX B aHAMHE3€
HEBbIHAIIMBAaHUE OEPEMEHHOCTU WM POXJICHHE MOTOMCTBA C TOPOKAaMHU pPa3BUTHS, BKIIOYAs
T100y10 KOMOMHAIIMIO 33aJIep’KKU pa3BUTHUS IJI07a, MUKpouedainio / MOPOKU Pa3BUTHUS TOJIOBHOTO
MO3ra, BPOXKJIEHHBII MOPOK CEpJIla, IOPOKU PA3BUTHS KOHEUHOCTEH, TPAaxeONUIIEBOIHbII CBUI U

JIp. C 1EJIbIO TPOPUIAKTUKN POXKIEHUS O0JILHOTO peOeHKa B ceMbe [2].
YpoBennb yoenureabHOcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB S)

o PexoMeHnayercsi cOop TOAPOOHOTO TEHEAJOTHUUECKOTO aHaMHE3a Yy TAIMeHTOB C  BHIMIE
OMHMCAaHHBIMHA JKAJIO0AaMW U1 BBISBICHUS CIIydaeB BHYTPHUYTPOOHOM THOenw Iioga OT
HEYCTAHOBJICHHBIX MPUYHWH, CIy4YaeB paHHEH JETCKOM CMEPTHOCTH, a TAKKE WHBAJIUJIOB JETCTBA B
CEMbE C LIEJIbI0 YTOUHEHU IMarHosa [2].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

JKanobwvl u anamues maxdice onucaml 6pa30€./l€ (KIUHUYECKAA KapmuHay.

2.2 Ou3uKkaJIbHOe 00cIe10BaHue

o Pexomenayercss BceM mnanveHTaMm ¢ mnogo3peHreM Ha ['@A i onpeaeneHus KIMHUYECKOU
KapTHUHBI TTPOBEICHUE TTOJHOTO KOMIUIEKCHOTO 00CIIeIOBaHN s, BKIIOYAIOIIETO B CEOSI OLICHKY:

e AHTPONOMETPHYECCKHX ITOKa3aTele (BO3MOXKHO TOHWKECHHOE NMTAaHHWE, OTCTABaHHE B POCTE,
MUKpo1iehamus)

e COMaTHYECKOIO cTaryca

e HEBPOJIOTMYECKOTO CTaTyca

e TCUXOMOTOPHOTO M PEYEBOr0 PAa3BUTHUS C IIE€JIbIO BBISBICHUS 3aJIEPKKU MICUXO-PEUEBOTO Pa3BUTHS,

OTCTaBaHUsI B MOTOPHOM Pa3BUTHH, KOTHUTUBHBIX WJIU NICUXUYECKUX HapyleHuu [3].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMeHTapuii:  kaunuuecku  8uoumvle  OMKIOHEHUs,  00VCIOGIEHHble  HACLEe0CMBEeHHbLIMU
MemabonUyecKUMy  HAPYWEHUAMU, Y HOBOPONCOEHHLIX C (DeHUIKemoHypuel, Kak npasuo,
OmMCymcmeyon.

2.3 .JIaﬁopaToprle AUNATHOCTHYICCKHE NCCIICAOBAHUA



o PexoMeHayercsi mpoBelI€HHE HEOHATAJIbHOTO CKPUHHHIA BCEM HOBOPOXKICHHBIM (OIpeaeieHue
conepxxanusgd @A B kpoBu 15 popmupoBanus rpymm pucka no 'GA) [1]. Cxema HEOHATAIBHOTO

CKpUHHHIA [IPUBE/ICHA B IPWIOKEHUU b
YpoBeHb yoeauTeJbHOCTH pekoMeHaanuu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KommenTapuu: ckpununzcoeoe obcnedosanue na I'@PA omeeuaem 6cem NpuHamvIM Kpumepusm

I’lp06€0€HI/lﬂ MACCO6020 CKPUHUHZA, 6KIIOYAA COOMHOULeHUe 3ampam u 8b1200bl.

ﬂ]l}l CKPUHUH208020 UCCIe008AH U Hanpaeadidemcsa Cyxue nAnHa Kpoeu 6 YCMAaAHOBIEHHble CPOKU 6
cneyuanusupoeaniyro ﬂa60pam0pui0 HeoHamdajlbHo2o CKpUHUHZA KOHKpenitHozo pecuUona.

Obwenpunsmoie peghepenchule 3navenus PA kposu 0-120 mxmonwv/n (0-2 me%).

o Pexomenpayercs onpezaeneHue cogepxanusi @A B KpoBH manueHTaM ¢ nojgo3penueM Ha ['OA miis

uckitodeHus/ycranonnenus ['OA [2].
Yposennb yoeaureabHOCTH pekoMeHaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

e Pexomenayercsi moBropHOe orpenernenue (perect) comaepxkanuss GA B mepudepuueckoil KpoBu
HOBOPOKJIEHHBIM JETSM C MOBBIIICHHBIM ypoBHeM (DA 1o pesyiabraraM MEPBHUYHOIO TECTa IS

noaTrBepxkaenust ['OA [3 125].
YpoBennb yoeaureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 3)

e Pexomenayercs onpezaenenue koHueHTpauun OA v TUpo3uHa B I1a3Me KpOBH (TaHAEMHas Macc-
CIEKTPOMETpHs) BCEM MalueHTaM Npu nopo3peHnn Ha ['OA B m00bIX BO3PACTHBIX TPYIIAX C
LIEJIbIO BBISIBJIICHUS MOBBIIIEHHOW KOHUEHTpauuu PA ¥ HapylIeHUs COOTHOLIEHUS (peHUIalaHuH/

TUpO3uH [4, 5].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommentapuii: [lpu I'®A rxonyenmpayus DA npesviwwaem 120 mxmmonwv/n (2 me/on). B nopme
coomHouweHue (heHunananut/mupo3un menee 1, coommowienue Oonee 3 yKazvlgaem HA BbICOKYIO
sepoamuocms Heoocmamounocmu DAL [4]. Bonee msoicenvie gopmvr Hedocmamounocmu DAL ¢
NONHOU nomepeu akmusHocmu Qepmenma (Hepedko Hazvieaemwvie «Kaaccuueckou DPKY»)

conpogodcoaromest nosviutenuem kKonyeumpayuu @A oonee 1200 mxmonv/n (20 me/on) [5].

e PexomeHayercss MOJIEKYISIpHO-TEHETHUYECKOE uccienoBanne reHoB PAH, PTS, ODPR, GCHI,
PCBD, SPR, DNAJCI2 Bcem namueHTaM ¢ kiamaudeckuM puarHodoM DOKVY mwm I'DA mgag
MTOATBEPKJICHUS KIMHUYECKOTO JuarfHo3a, auddepeHIranbHONH JHArHOCTHKA W OMpPEICTICHUS

PHUCKOB HACIIEJCTBEHHOW MaTOJIOrMu B ceMbe [8-13].
Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

KomMmenTapmii:



MonexynapHno-eenemuuecxkoe uccieoosanue mymayuili 6 cene PAH (genunxemownypus), rxomniexc

uccned08anull 0Jis1 OUASHOCMUKY eHUTKEMOHYPUL BKIITOUEHbL 8 HOMEHKIAAMYPY MeOUYUHCKUX VCILye.
Aneopumm JIHK-ouaenocmuxu I'@A npeocmasnen 6 npunodicenuu A3.4

Monekynapno-ecenemuueckaa  ouacnocmuxa ({HK-ouacnocmuka) moocem  Ovimb  npogedena

Ce0YIOUUMU MEMOOAMU.

1. Iouck yacmuix mymayuii cena PAH [8]
2. Ceksenuposanue no Ceneepy cenos PAH, PTS, ODPR, GCHI, PCBD, SPR, DNAJCI2
3. l[lanenvHoe, NOIHOIK30MHOE UNU NOIHOSEHOMHOE MACCO80€ NAPANIelbHOe CEeKEeHUPOBAHUe C

NOCeOVIOWUM NOOMBEPHCOEHUEM PE3YIbMAMOo8 Memooom cekeenuposarnus no Ceneepy [9, 10].
Pe3zynemamul 2cenomunupo8anus mpakmyomcs 6paiom-2eHemuKOM U UCHONb3YIOMCA O

1. Cemetinoco  KoHCynbmMUpOBaHUs, ONpeodeleHus pPUCKO8 HACIeOCMBEHHOU NAmoiocuu 0
POOCMBEHHUKOB NPOOAHOA, NIAHUPOBAHUS OepeMeHHOCU

2. Jlugppepenyuanvroti ouacnocmuxu PKY, BH4-oedpuyummnoti I'@A munos A, B, C, D, JJODA-
3asucumotu oucmornuu, ve-BH4-oepuyumnou I'@A [8, 9,10].

3. Onpeodenenus nOmMeHYUuaIbHOU 4Y8CMEUMENbHOCMU UIU NOMEHYUATbHOU Hewy8CEUMEeNIbHOCMU
nayuenmos ¢ ®KY k mepanuu apmaronocuveckumu ananoeamu mempacuopoouonmepuna [11,
12, 13].

Hcxo0s uz OaHHbBIX 2eHOMUNA MOJNCHO CYOUmMb 0 NOMEHYUAIbHOM Omeeme NayueHma Ha mepanuio
G apmakonoeuveckumu anaroeamu mempacuopoouonmepuna (canponmepun®*, BHy). Ilpu ycrosuu,
Ymo NaAmo2eHHbIll 8apuaHm xoms Obl 00HO20 U3 auleleli Npueooum K opmuposanuio Oenxa-
pepmenma, obradarueco OCMaAmMoYHOU AKMUBHOCMbIO, NAYUEHMY MOdJicem Oblmb PEeKOMEeHO0B8AHO

nposederue Hazpy3ouHoco mecma ¢ BH (canponmepunom™*).

° PEKOMEHﬂyeTCﬂ HUCCIICAIOBAHUC COACPIKAHUA INTCPUHOB B MOYC IMAlMCHTAM C HCOJAHO3HAYHBIMHU
pe3yiabTraTaMun MOHCKYHﬂpHO-FCHeTquCKOfI JAUardiOCTUKH W/MIA  HECOOTBETCTBHE TSKECTHU

KIIMHUYECKOM KapTuHbI ypoBHIO DA KpoBU ¢ 11enbto auarnoctuku BH4 — nedummuraoii ['OA [6,7].
YpoBenb yoenurteabHOCTH pekoMeHAannu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 5)

Kommenrapwmii: /[uacnocmuueckue 3uauenuss penunaHaHuHa u nmepuHo8 6 Kpoeu, Mmoue U
CNUHHOMO3208011 HCUOKOCMU npedcmaeienvl 8 npunodicenuu A3.3 [6, 7]. Ilockonvky degpuyum BH4
obvedunsem 2epynny 3a001e6aHUli, KOMopvle MO2YM BbIAGIAMbCA C NOMOWbBIO HEOHAMANbHO20
ckpununea Ha ['DPA, no ne mocym Obimb UOEHMUPUYUPOBAHBL DPYMUHHLIMU CKPUHUHSOBLIMU
Memooamu, cenekmueuvlii CKpuHune Ha oeuyum BH 4 HeobXoOum Kaxicoomy HOB0POHCOEHHOMY C
yposnem ¢henunananuna 6 naazme sviwie 120 mxM/n, a makoce oemam cmapuezo eo3pacma ¢ I'@A u

HespoIocUYECKUMU CUMNIMOMAMU.

e Pexomenayercsi mpoBeneHne HArpy304HOTO TECTa C canponTepuHoM™** (B TeueHHe He MeHee 48-

4yacoB) MallMeHTaM CTapllie roja ¢ MyTauusMu B TreHe PAH, KOTOopble acCOLMHPOBAHBI C



YyBCTBUTEJIBHOCTBIO K BHy 1iist ompenenenust orBera Ha kodaktopHyto Tepamwmio [3, 11, 12, 13,
15].

YpoBenb yoeaurteabHocTH pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

e PexomeHayeTcsi UCIONB30BaTh MAaKCHMAJbHYIO JO3UPOBKY campornrepuHa®* (20 wmr/kr) mis
IPOBEACHUS HAarpy304HOI0 TECTa y BCEX MALMEHTOB C I1I€JIbI0 0ojiee OOBEKTUBHOM OLIEHKU OTBETA
[3, 5-7].

YpoBenn yoenureabHOCTH pekoMeHAauuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4).

o He pexomenayercss omnpenencHue aktuBHOCTH epmenTa DAl B meuenu manuentam ¢ ['OA mis

CKPUHMHIA WA JPYTUX IUArHOCTUYECKHUX TECTOB [4].
YpoBenb yoenuTeabHOCTH pekoMeHaaunu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTapuu: Akmusnocme ghepmenma @AI" mooicem 6vimv onpedenena moibko 8 mKaHAX neueHu u
nouex, Noiy4eHHvlX 8 pe3yibmame ouoncuu. Beuody umeaszueHocmu u 8blCOKUX PUCKOB OCIONCHEeHUl

Memoo He UCNONb3Yemcsl OJisl CKPUHUH2A UTU OPYeUX OUASHOCMUYeCcKUux mecmos [4].

e Pexomenayercsi KOHTPOJIb OOIIETO (KJIMHUYECKOT0) aHadu3a KPOBU Pa3BEpHYTOro (TreMorinoOuH,
KOJTMYECTBO DJPUTPOIIMTOB, I[BETOBOM TMOKa3aTrelb, KOJUYECTBO JICHKOIIMTOB, TPOMOOIIMTOB,
JekoruTapHas (GopMmysa U CKOPOCTh OCENaHUsl SPUTPOLMTOB), 00IIEro (KIMHUYECKOT0) aHajIn3a
MOYM, OHOXMMHYECKOIO aHajau3a KpoBU (IVIIOKO3a, oOOumi Oenok, OenkoBble (Ppakiun
(uccnemoBanwe yYpOBHS anbOymMHHa B  KPOBH, ONpPEICICHHE  aIbOyMUH/TIIOOYJIMHOBOTO
COOTHOIIICHHUS B KPOBHU), OOIINN OUTUPYOHH, XOJIECTEPUH, TPUTIHUIICPUIBI, JIUTIOMPOTEUIBI HUZKOM
U BBICOKOM IJIOTHOCTH (KCCJEIOBAaHUE YPOBHS JIMIIONPOTEMHOB B KPOBHU), LIenovHas (ocdarasa,
KpeaTUHUH, MOuYeBHHa, anaHuHamuHoTpaHchepaza (AJIT), acmapraramunorpancdepasza (ACT),
KaJIBIIUH OOIMMI W WOHW3UPOBAHHBIM, HATPHUH, KalWi, HEOpraHudeckwii (ocdop, Kemnezo u
dbeppuTHH) ManueHTaM NpU MPOBEJCHUH HATrPy30YHOTO TECTa C CalpONTEPUHOM™™* NIl OLIEHKH

(YHKIIMOHAJIBHOTO COCTOSIHUS BHYTPEHHUX OPraHOB M HYTPUTHBHOIO craryca mnarueHta [15,16,
87]

Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTENbCTB —5)

e Pexomenayercs nccienoBanue o01ero (KJIMHUYECKOr0) aHajiu3a KpoBU BceM nauueHTam ¢ ['OA
JUISL OLIEHKH OCHOBHBIX IIapaMETPOB KPOBETBOPEHUS U HAJIMUKS BOCIHAJIUTENBHBIX IIpoLeccos [16,
44, 119-121].

YpoBeHb yOoequTEJIbHOCTH peKOMeHAAIN A (YPOBEHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

e Pexomenayercs ucciieoBaHie 0o01Iero (KIMHUYECKOTr0) aHajau3a Mouu BceM nanueHtam ¢ DA ¢

1IEeJIbIO BBISIBJICHUS KpucTautypuu [90, 93].

Yposens yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)



o PexomenngoBano nanueHtam ¢ I'GA npoBeneHne OMOXMMHUYECKOTO aHalIM3a KPOBH (CoepKaHUE
IJIFOKO3bI, 00111er0o Oerka, OeNKOBbIX (ppakiuii, 001Iero oOminpyOnHa, XojaecTepruHa, TPUITTMLIEPUIOB,
JUTONPOTEHUI0B HUZKOM M BBICOKOM IMJIOTHOCTHU (MCCIIEOBAHHE YPOBHS JIUMIOMPOTEMHOB B KPOBH),

mienouHoit  gocdaraspl, KpeaTMHWHA, MOYEBUHBL, anaHuHamMuHOTpaHchepassl (AJIT),
acnapraramunorpancgepassl (ACT), kanpuusg oOLIEr0 W HMOHU3HPOBAHHOTO, HATpUs, Kajwus,
HeopraHudeckoro (ocdopa, xenesza, peppuTuHa), ypoBHsI OCHOBHOIO MeTaboiinTa BUTamMuHa D B
KpoBH (uccrnenoBanue ypoBHs 25-OH Butammna /[ B KpoBHM) u BuTamuHa B, (ImaHokoOaaMuH),
(b oMeBO KUCIIOTHI C IENbIO OIEHKH COCTOSHUS TEYEHU, MToUYeK, OalaHca BAXKHEUITNX HYTPUCHTOB
IpU  JHUETOTEepanuy, KajablueBO-PochopHOro OOMEHa U BBISBICHUS OTKJIOHEHUW Ba)KHBIX
OMOXMMHUUYECKUX TTOKa3aTesen sl JajdbHenen koppekiuu [ 16, 44-49, 83, 90, 94, 95, 121].

YpoBennb yoenureabHOCTH pekoMeHaanuii C(YpoBeHb 10CTOBEPHOCTH A10KA3aTEIbCTB — 4)

e PexomeHnayercs Kccieq0BaHUE YPOBHSA TOMOIUCTEMHA B KpOBU nanueHTam ¢ ['A mo nokazaHusim

C IIEJIbIO OLIEHKH PUCKA Pa3BUTHS CEPJCYHO-COCYIUCTHIX 3a0oneBanwmii [16, 111,112].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

e Pexomennyercs ompeneneHue COOTHOLICHUS (eHWIaJaHuHa/TUpo3uHa skeHIMHaM ¢ ['@A npu
HACTYIJIEHUU OEpPEMEHHOCTH C LEJNIbI0 CBOEBPEMEHHOM TUArHOCTUKU/TIPENYIPEKIACHUS SIBICHUM,

BBI3BAHHBIX I€PUIIUTOM TUPO3UHA/M30BITKOM (eHmnananuna [16,72-74, 101-103, 113].
YpoBenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

KommenTapuu: npu npumenenuu ocpanuuumenvHol ouemsl B03MOJNCHO pazeumue Oepuyuma
He3AMEeHUMbIX AMUHOKUCIOM, 6 YACMHOCmuU- muposuna. Hccredosanue npogooumcs memooom

MAaHOEeMHOU MACC-CNEeKMpOMempuu.

o PexoMeHayercsl vcciieOBaHUE YPOBHS IIIIOKO3bl B KPOBM >KEHIIMHAM ¢ ['DA mpu HACTYIJIEHUH

OEpEeMEHHOCTH C LEbI0 KOPPEKLUH Teparuu [72].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB —4)

2.4 UHcTpyMeHTa/IbHbIE JUATHOCTHYECKHE MCCJIEI0OBAHUS

o Pexomenayercs nposenenue MPT romoBHoro mosra (Hapko3 - IO IMOKa3aHUSIM) MAMEHTaM CO
Bcemu ¢Gopmamu ['DA mpu HanMYIMK Yy HUX HEBPOJOTHYECKONW CHMIITOMATHUKH JJISI BBISBIICHHS

MIPOTPECCUPYIOIINX U3MEHEHUH Oenoro BemecTBa Mo3ra [ 14, 45].
YpoBeHb yOeAUTEJIbHOCTH peKoMeHAauuu B (YpoBeHb 10CTOBEPHOCTH A0KA3aTEeNbCTB — 3)

Kommenrapuii: y 90% nayuenmoe ¢ I'®@A nabrniooaemcs npocpeccupyrouee nopaxgcerue 0eno2o
gewjecmea mos2a oaxce npu omcymcmeuu nesponocuyeckux Hapyuwenut. C 603pacmom y HeleyeHblx
unu yweowux ¢ ouemnl nayuenmos usmenenusi Ha MPT 6onee evipasicenvl. Cuumaemcs, 4mo 8blCOKUlL

ypogeHb DA y HeleyenviX nayuenmos npensamcmaeyen MUeiuHu3ayuy HetpoHos Mo32d, 8 mo 8pemsl KaKk



8 clyuae pawHezo JnedeHus Gopmuposanue mueruHa He Hapywiaemcs. llospedicoeHue mueruHosou
000/104KU MOIHCEM NPOUCXOOUMDb NOO GlUsHUEeM nosvluenusi PA Ha pone pacuiupenus uiu omkaza om

ouemvl, a makice 8 pe3yivmane HU3KOU KomniaeHmrocmu nayuenma [14]

o Pexomenayercst KT romosroro mo3ra aersm ¢ BH4—nedunutnoit '®A (Hapko3 - mo moka3zaHUsIM)

MIPY HAJIMYUU HEBPOJIOTUYECKOM CUMIITOMATUKU /17151 BBISIBJICHUS Kaibiupukaros [108].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PeKOMeHaAAUNH — 4)

KommenTapwuii: npu omcymemeuu neuenus 6 6A3a1bHbIX 2AH2IUAX 20JI06HO20 M0O32a (DOPMUPYIOMCA
Kanvyuguxamol, Komopwvie MO2ym Oblmb O0OHAPYI’CEHbl NPU  KOMNbIOMEPHOU momozpaduu.
HUccnedosarnue 0bviuno npogooumces oemsam cmapue 3 1em. Y nayuenmos ¢ OmMKpulmoviM pPOOHUUKOM

¢ I'DA o3moorcHo nposedenue HelupocoHozpaguu 01 8blAGIEHUL NAMON02ULU 20T08HO20 MO32d

o Pexomenayercsi mpoBenenue snekrposHiedanorpabpun (330) nu D3I'-MoHUTOpHHTA TIAIIUEHTAM
co Bcemu Qopmamu ['DA npu HAIMYUU HEBPOJOTUYECKONM CHUMIITOMATHKHU [UUISl BBISBJICHHUS

SMUJIEIITUYECKON aKTUBHOCTH [16, 91].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTeNbCTB —4)

o PexomeHnayercsi mpoBeeHNE UHCTPYMEHTAIBHBIX 00CIIEIOBAaHUIN MOYEK, MEUYEHH, MOMKETYT0UHON
’KeJle3bl COTMIAaCHO PEKOMEHIAIUSM 1O JUCMETa00INYecKuM HedpomnaTusM, MOUYEeKaMEHHOU
0011e3H1, METa0OINIECKOMY CHHIPOMY B CBSI3U C BHICOKOW BEPOSTHOCTBIO Pa3BUTHSA Y MAIMEHTOB C
['®A nopaxenus: moyek, METabOIUUYECKOTO0 CHHIPOMA C LEJNbI0 CBOEBPEMEHHOM NHAarHOCTUKU U

Tepanuu JaHHbIX cocTossHui .[99, 109].
YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 4).

KommenTapuu: o6viuno 6 xauecmee CKpUHUHS-OUACHOCTMUKU U  OUHAMUYECKO2O KOHMPOJISL
npogooumcs yiompaszgykosoe ucciedosanue (Y3HU) opeanos oOprownoi norocmu (KomniekcHoe) u
nouex nayuenmam c¢ I'DPA ona eviaeieHus oucmemadbonuyeckux Hegponamuil, He@pPOKATLYUHO3A,

U3MeHeHUll COo CNniOpPOHbL nederHu u I’lO()OfC‘e]Zy()O'-IHOIZ acejies3nl

e Pexomenpyercs UCCIIEJIOBAHUE MHHEPaAJIbHOU IJIOTHOCTH KOCTHOM TKaHU —
(PenTreHoneHcuTOMETpHS) Y MAIMEHTOB CTapIIE 5 JIET I JUATHOCTUKUA OCTEONOPO03a, BHISIBICHUS

TPyMIbI PUCKA TIO OCTEONOPO3y U MPHUHATHS TpodunakTudeckux mep [48, 50].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

o Pexomenayercsi TpOBEIEHHWE HWHCTPYMEHTAJIbHBIX  OOCIEIOBaHM B  COOTBETCTBHUU  C
PEKOMEHJJALMsMU IO aTEPOCKIIEPO3y U UIIEMHUYECKOW OOJE3HU cepllia B CBSA3M € 0OJ€e 4acThIM
BBISIBJICHUEM JIAHHOM MaTojoruu y nanueHtoB ¢ ['A st cBoeBpeMeHHOM TUarHoCTUKHU U cTapra/

Koppekuuu tepanuu [83, 99].

YpoBeHb yoequTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PeKOMeHaauuu — 4).



KomMmenTapmii: nposooumcs snexkmpoxapouocpaghus nayuenmam co ecemu Gopmamu I DPA, npu

HeobXxooumMocmu, no NOKA3AHUAM, IXOKApOUocpapus.

o Pexomenayercsi mpoBeleHHE dJEKTpokapauorpaduu W/WIM 3XOKapaAuorpaguu mMalueHTaM C
HapylieHueM oOMeHa TeTparuapoOHONTEpHUHA, MOJYYAIONIMM JIONMaMHUHEPTUYECKUE IMperaparsbl C

LEJIbI0 KOHTPOJIS TOOOYHBIX 3P PeKToB eueHus [87].
YpoBeHb yoenuTeJJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHIANH —5).

o PexoMeHayeTcsi MpOBEIECHUE IKCIIEPTHOTO YJIBTPA3BYKOBOT'O HCCIIEIOBAaHUS IUI0JA JKEHIIWHAM C
['®A npu GepeMEeHHOCTH C IEeNbI0 UCKITIOUEHUS BPOXKJIECHHBIX aHOMANMK pa3BUTHA Tioda [29, 72-
74, 110, 114].

YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH peKoMeHaauumn —4)

KomMmenTapuu: npu mamepuncrot OKY npoeooumcs cKpuHuneogoe yibmpaszgyko8oe Ucciedo8anue
npu cpoxax oepemennocmu 11-14 nedenv, 18-21 neoenio u 30-34 nedenu, a maxce 0ONOIHUMENLHO 8
cpox 15-16 mnedenv u 25-26 medenv bOepemennocmu (coenactho Ilpuxazy Munucmepcmea
30pasooxpanenus P® om 1 nosbpa 2012 o. Ne 572u "O6 ymeepocoenuu Illopsaoka oxazanus

M@()ML!MHCKOI:Z nomouwiu no I’lpOgbqu}O «aKyuiepcmeo u cuHexoiocus» u MHeHUuro akcnepmoe).

2.5 UHble TMAarHoCTHYeCKHE UCCJIeI0BAHUS

KOHCYJ'II)T&III/II/I CIICHHUAJIMCTOB MOIYT OKa3bIBaTbCs IMMAIMCHTAM Ha pPas3sHbIX JTallaX OKa3aHWsAa

MCHHHHHCKOﬁ nmoMouiu, B TOM 49HCJIC B IICPpUOTA JUATHOCTUKHU 3a00JICBaHUS.

o PexoMeHgoBaHO mpueM Bpaya- I'€HETHMKAa NAlMEHTaM C YCTaHOBJIEHHbIM JuarHo3zoM ['DA ¢
4acTOTOW, COOTBETCTBYIOLEH BO3pacTy MalMeHTa Jid KOHCYJIbTHUpOBaHUS (cOOp aHaMHe3a U
’ajo0; COCTaBIEHHE POAOCIOBHOI; BU3yallbHOE HCCIIEOBAHUE C MPOBEACHUEM AHTPOIOMETPHUU:
M3MEpPEHUE POCTa, BECAa, OKPY)KHOCTU TOJOBBI), HA3HAUYCHHUS M KOPPEKIHH IUETOTEpaIuH,

OCYILIECTBJIEHUSI KOHTPOJIA 3a aJICKBATHOCTHIO €€ BhINOIHEHU [ 16].
VYposensb yoenuteabHOCTH pekoMeHaannu C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTeNIbCTB — J).

KommenTapuu: nepsuunoe obcriedosanue nayueHma OO0NNHCHO ObIMb NPOGEOeHO He no3oHee 3
Hedenb  oicusHu  pebenka. OnmumanvHas yYacmoma  HAONOOEHUs,  CO2NACHO — e8PONEUCKUM

PEKOMEHOAYUAM:

- 8 6o3pacme 0o 1 2o0a — He pedxce 1 pasa 6 2 mecaya
-c 1 eo0a 0o 12 nem — ne peace I paz 6 6 mecayes
-c 1200 18 1em — He pexce I pasa 6 6 mecayes

- cmapwe 18 nem — ne pexce 1 paz 6 200



- npu bepemennocmu —He pedice 1 paz 6 mpumecmp [16].

Coenacno MmueHuro padoyell epynnvl pPOCCUNCKUX IKCNEPMO8, Yerecoo0pa3Ho nposooums oOoiee
yacmoe HabarwoeHue nayuenmos 6 gospacme 00 1 2ooa — we pedice 1 paza 6 mecay, ¢ 1 eoda — e
pedice 1 pasa 6 3 mecsya, y O6epeMeHHbIX — 8 3A8UCUMOCTIU OM CPOKA 2ecmayuu, He pedxce Ipasz 6 2

Heoelu

Ecnu smo ne moocem 6vimb 6bINOIHEHO 668UV VOALEHHOCMU MECMA HCUMENbCMBA pedeHKd, ¢

nayuermnom 00JI2CHA ObIMb HANANCEHA mejleKOMMYHUKAUUOHHAA C843b [16]

[na nosvlueHuss KOMHIAEHMHOCU C 3AKOHHbIMU npeocmasumensimu pedenka ¢ DA 6o3moocHo
3anonHenue UHGOPMUPOBAHHO2O CO2NACUAL O HEOOXO0UMOCMU CcOON00eHUsT Mmpebo8aHull 6paya u

neyenus (Ilpunooicenue A3.5).

o PexoMeHg0BaHa KOHCYNIBTAIlMs Bpada- TEHETWKA TOBTOPHAs TMAaIllMEHTaM C YCTaHOBJIECHHBIM
nuarao3oM ['DA ¢ yacToTol, COOTBETCTBYIOIIEH BO3pacTy MAallMEHTa AJisi KOHCYIBTUPOBaHUs (cOop
aHaMHe3a U Kajo0; BU3yaJbHOE MCCIIEJOBAaHUE C MPOBEACHUEM aHTPOIIOMETPUHU: U3MEPEHUE POCTa,
BeCa, OKPY>XHOCTH TOJIOBBI), HA3HAUECHUS M KOPPEKIUU JAUETOTEPAINHU, OCYIIECTBICHUS KOHTPOIIS

3a aJICKBaTHOCTBIO €€ BBIMOJIIHEHUS, pa3bsICHEHHSI PE3yJIbTaToB JabopaTopHOro TectTupoBanus [16].
VYposens yoenurenbHOCTH pekoMeHaanuu C (ypoBeHb IOCTOBEPHOCTHU JOKa3aTeNbCTB — J).

o PexomeHa0BaHa KOHCYJIBTAIMsS Bpada-aueTosora (Mpy NEPBUYHOM 00CTIEIOBAaHNUHN U Jajiee He PeKe
1 paza B rom) manuMeHTaM C YCTAaHOBJICHHBIM JuarHo3oM ['DA st MOTOTHUTEIBHON KOPPEKIIMH

nuetorepanuu [16].
VYposenb yoenurenbHoCTH pekoMeHiannu C (YpoBeHb T0CTOBEPHOCTH JI0KA3aTEIBCTB — J).

KOMMCHTapI/II/IZ KOHCYynbmayus 6paqa—0uem0ﬂoea nokasaHa nayuemmam C UYenvro OKA3AHUA
cneuuaﬂus’upoeaHHod Meduuuﬁcmﬁ nomouu. Ecnu 6 wumammnom pacnucanuu omcyncmeyent epav-

au€m0fl02, KOHCYnbmupoearue no ()uemomepanuu npoeodum epad-ceHemuK

o PGKOMCHJIOBaHa KOHCYJIbTAllUA Bpada-AMUCTOJIOra IIOBTOPpHAA IMAallMCHTAM C YCTAaHOBJICHHBIM

nuarnozom I'DA st ouenku 3PeKTUBHOCTH AUETHI [16].
VYposenb yoenurenbHOCTH pekoMeHpannu C (YpoOBEeHb TOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5).

o PexoMeHgoBaHa KOHCyIbTalMsl Bpaya-neauarpa AETSIM C YCTAaHOBJIEHHBIM JuarHozom [ DA
KaXKJple 6 MECSIIEB ISl OLIEHKHU OOIIET0 COCTOSIHUS 30POBBS U ONPEACIICHUS TAKTUKU JaIbHEUIIeH

Tepanuu [ 16].
VYposensb yoenureabHOCTH pekoMeHaanuu C (ypoBEeHb IOCTOBEPHOCTHU JOKa3aTeNIbCTB — J).

o PexoMeHg0BaHa KOHCYNbTAllUs Bpaya-TepaneBTa Jjis NaldeHTa crapiie 18 jeT ¢ ycTaHOBICHHBIM
nuarao3oM ['DA kaxnapie 6 MecsIeB NIl OIEHKH OOIIEero COCTOSHMS 370POBbSl U ONPEICIICHUS

TAKTUKU JalibHEeen Tepanuu [16].



VYpoens yoenuTenbHOCTH pekomeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — J).

o PexomeHa0BaHa KOHCYJbTallMsl Bpada-€HETUKAa B3POCIBIM IIAIMEHTaM C YCTAaHOBJIICHHBIM
muarHosoM ['@A ¢ menbio 0oOCyxkaeHHs Borpoca o HeoOxogumoctu mnposeaenus JIHK-
TECTUPOBAHUSA IAPTHEPY, JAaHbl PEKOMEHJALMHA 110 IPEATPAaBUJAPHOM IIOATOTOBKE IEPEN

IIaHUpOBaHuEM OepeMeHHoctu [72-74, 110, 126].
VYpoBeHb yOenuTeIbHOCTH peKOMEeH Al A (YPOBEHB JOCTOBEPHOCTH JI0KA3aTEIbCTB 3).

e PexomengoBano mnaunuentam ¢ ['OA KoHCynbTalus Bpada-Kapauojora/Kapauoiiora JETCKOTOo U
Kapuojornyeckoe  oOcleqoBaHue, BKJIIOUHarollee 3xokapauorpaduto  (Ipu  MEPBUYHOM
oOClIeIOBaHUM M Jlajee IO TMOKa3aHusaM mpu u3MeHeHusix Ha OKI'), mis CBOEBPEeMEHHOTO

BBISIBIICHUS W/WJTM MOHUTOPHUHTA KapIUOJIOTHYeCcKuX n3Menenui [4,5,16,45, 83].
VYpoBens yoenuteapHOCTH pekoMeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — J).

e PexomengoBano namnuentam ¢ ['A nmo nokazaHusM KOHCYJbTAIMs Bpadya-KapAKOI0ra/Kapauoiaora
JIETCKOTO TTOBTOPHAS I OLICHKH BBIABICHHBIX KAPIUOJIOTUYECKUX U3MEHEHUN U PELICHUS BOIIPOCa
o Tepanuu [4,5,16,45, 83].

VYposenb yoenurenbHOCTH pekoMeHanuu C (ypoBEeHb TOCTOBEPHOCTH JI0KA3aTEIBCTB — J).

e PexomengoBaHo mnamueHTaM ¢ I'@A 10 IIOKa3aHUIM KOHCYJIbTAllUA Bpada-HEBpOJOora IJisd

CBOEBPEMEHHOTO BBISBJICHUS U/UJIM MOHUTOPUHIAa HEBPOJIOTUYECKUX M3MEHEHU [16].
VYpoBens yoenuTeapHOCTH pekoMeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — J).

o PexoMengoBano mamuenTaM ¢ ['QA 1o nokazaHusM KOHCYJIBTALMS Bpaya-HEBPOJIOTa MOBTOPHAS C
LEJBI0 KOPPEKIMU BBIABIECHHBIX HEBPOJOTMYECKMX HW3MEHEHUM W ONPEAEIEHUs NaNbHEUIIEH

TaKTUKU JiedeHus [16].
VYposens yoenuTeabHOCTH pekoMeHaannu C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTeIbCTB — J).

o PexomengoBano Bcem marueHtaM ¢ ['@A ocmorp BpadyoM-odTaabMojoroM (TIpH MEPBUIHOM
oOcreoBaHMN W jJajee He pexke 1 paza B 3 roma), BKIIOYAIOMMK 00CIIeOBAaHUE TIIA3HOTO HA

(opTaTEMOCKOIINN) C TIETBIO BRISBICHUS IMIa3HOM maroioruu [ 16].
VYposensb yoenureabHOCTH pekoMeHaanuu C (ypoBeHb IOCTOBEPHOCTHU JOKAa3aTeNbCTB — J).

o PexomeHnaoBaHa KOHCYJIbTAllKA  Bpada-raCTpoO3HTCPOJIOTa IMAalMCHTaM C  YCTaHOBJICHHBIM
JUAardso3omM ['®A IIpu HAJIWYHUU MMOKa3aHUM ¢ LCJIBIO BbBIABJICHHUA TACTPOIHTCPOJIOTHUUCCKUX

HapyILICHWI U ONpEEIeHUs JajJbHENUIIEH TAKTUKY JiedueHus [ 16].
VYpoBens yoenutenbHocTH pekoMeHaannu C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTENbCTB — 5).

o PexoMeHg0BaHA KOHCYNIBTALMs Bpada-NICUXHWATPa MAUEHTaM C YCTAHOBJIEHHBIM AUAr{Ho3som ['PA

JUISl OLIEHKH MCUXHATPUUYECKOTO CTaTyca MpU HAJWYUK NToKa3aHui [16]



VYpoens yoenuTenbHOCTH pekomeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — J).

o PexoMeHgOBaHa KOHCyJbTallds Bpada-ICUXHATpa ITOBTOPHAS IMALMEHTAM C YCTaHOBJICHHBIM
nuarHo3oM ['DA no mokazaHusIM JJIsl KOPPEKLUHUH BBISIBIEHHBIX MCUXUATPUUYECKUX HAPYUIEHUN U

onpeJieNIeHUs TallbHEeHIIel TakTUKK JiedueHus [16]
VYposens yoenuteabHOCTH pekoMeHaanuu C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTeIbCTB — J).

PexomeHI0BaHa KOHCYJIBTAIUS MEAUIIMHCKOTO TICUXOJIOTA TMAIlMEHTaM C YCTAaHOBJICHHBIM JTHATHO30M
['®A nns OlEHKHM M KOPPEKIMH TICUXOJIOTHYECKOTO COCTOSHUS M TICHUXOJIOTO-TIEarorudeCcKoro
conpoBoxaeHus cembu [30, 51, 52, 77].

VYposensb yoenuteabHOCTH pekoMeHaanuu C (ypoBeHb IOCTOBEPHOCTHU JOKa3aTeNbCTB — 3).

KomMmeHTapum: nayuenmam HeobXo0umo mecmuposanue no YmeeprHcOeHHbIM MemoouKam OJs

onpedeﬂ CHUA UHMENTIEKMYAJIbHO2O pA36UIMUAL.

o PexomengoBaHa KOHCYJIbTAalIuA MCIUITMHCKOT'O ICUxoJjora IMOBTOpPHAs manueHTam C
YCTAaHOBJICHHBIM JHArHO30M | KOJAN IIpu HaJIW4IUH MOKa3aHUM I IICHUXOJIOTO-IIearorudecKoro

conpoBoxaeHusa cembu [30, 51, 52, 77].
VYposenb yoenurenbHOCTH pekoMeHanuu C (ypoBEeHb TOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5).

KOMMGHTapI/II/II ncuxojiocudecKkasd nomouib nayueHmam mooaoncem nompe606am5 Kypc 3aHAMUL— 8

3asucumocmu om quueudyaﬂbelx ocobennocmeil nayuerma u CemMobl.

° PGKOMGHIIOBaHO IHaluceHTaM C I'dA KOHCYJIbTAllHA  Bpada-CypaoJjiora I10 IIOKa3aHHsAM C LCJIbIO

WCKJTIOUCHUS HApYIICHHs cllyXa y peOeHKa C 3aJIep>KKOI TEMIOB IICUXOPEUeBOro pa3Butus [88].
VYpoBeHb yOenuTeIbHOCTH pekoMeHAanu B (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 3).

e PexomennoBano marueHtam ¢ ['@A KOHCynbTalusl Bpada-IepMaroyiora ¢ IEJbl JUAarHOCTUKHU

MAaTOJIOTUHU KOXKHBIX TTIOKPOBOB U MOI00pa PAIIMOHATBLHOTO JICYCHUSI PY HAJTMYUU TTOKa3aHui [78].
VYposensb yoenuteabHOCTH pekoMeHaanuu C (ypoBeHb IOCTOBEPHOCTHU JOKa3aTeNIbCTB — J).

° PGKOMCHIIOBaHO nanuentam ¢ ['OA KOHCYJIbTAlIMA  Bpada-SHAOKPHUHOJIOTA € HCJIbKO YTOUYHCHUA

HapyuieHus: QyHKIUU YHJAOKPUHHON CUCTEMBI MPHU HAJIMYUU NoKa3aHuii [3, 84, 85].
VYpoBens yoenuTeapHOCTH pekoMeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEeIbCTB — J).

e PexomennoBano manuentam ¢ I'OA koHCynbTalusg Bpada-(pu3noTepaneBTa C IeJIbI0 COCTaBICHUS

iaHa PU3NOTEPANIeBTUYECKHUX MPOLIEAYp IPH HATMYUU ToKa3zaHui [86].
VYposensb yoenureabHOCTH pekoMeHaauuu C (ypoBeHb IOCTOBEPHOCTHU JOKa3aTeNIbCTB — J).

o PexomenmoBano xeHmmuHaM ¢ ['@A Bo Bpems OepeMEHHOCTH HAOIOIEHNE Y aKyIlIepa-THHEKoIora

Y Bpada-T€HETHUKa C LEJIbI0 KOPPEKIMU Tepanuu U KOHTpoJsi DA kposwu [29,72-74].



VYpoens yoenuTenbHOCTH pekomeHaanuu C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — J).



3. JIleuenne

OcHosHas yenv JleueHus — HOPMAIbHOE HeUpOKOZHUMUBHOe U (uzuieckoe pazeumue, a Makice
NCUXOCOYUANbHAsL adanmayus nayueuma. Jlyuwum cnocobom oocmudicenusi Imou yeiu sA811emcs
CHUJICEHUe U pe2YlapHblll KOHmponsb codepoicanus DA 6 kpoeu nayuenma I'@PA u cmpemienue
COXPAaHAmMb 3MOMm NOKA3amelvb 8 yeiesom mepanesmuyeckom ouanasone. Bedenue nayuenmos ¢ I'®@A
npeononazaem mMyabmuOUCYUNIUHAPHBIU NOOX00 C 00A3AMeNbHbIM YUaCmuUem 2eHemuKo8, OUemaosiocos,
mepanesmos, neouampos, Heepoi0208, Kapouoio2o8, 2aCmMpoIHMeEPOL0208, MEOUYUHCKUX NCUXON0208,
NCUXUampos, uzuomepanesmos, 3HOOKPUHON0208 U epavell Opyeux CHeyudaribHOCmel, UMeroujux

ONnvIM 8 edeHUuU ImMozo pedkozo 3abonesanus [16].

o PexomeHayercsl BCeEM NAMEHTAM HAYMHATh JUETOTEPANMIO C OrpaHMdeHueM nuieBoro MA kak
MOXXHO paHblle (10 3-X Helelb >KU3HM) MOCJe YCTAHOBJICHHUS TUAarHo3a, 4ToObl MpeaoTBPATUTh

MOBPEXKICHUE LIEHTPaJIbHOW HEPBHOM cucteMmsl [16, 17, 18, 96].
YpoBens yoenureabHOCTH pekoMeHAanuu C (YpOBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 4).

KomMeHnTapuu: oonvuiuncmeo cneyuaiucmos cuumaem, 4mo JiedeHue HOBOPOHNCOEHHBIX cCledyem
Hauunamov 00 docmudcernus so3pacma 10 owneu [16]. Yuumuieas, umo 3adepoicka Hauana ievyenus Ha
Kaxcovle 4 wnedenu npusoouna K cHudicenuio noxkazamensi 1Q npumepno na 4 oanna [18],

ueﬂecoo6pa3H0 HAYUHAMDb JleyeHue He No30Hee 3-X Heoellb HCUSHIU.

o PexoMeHayercsi BceM TNalMEHTaM HAYWHATH JICYEHHE, Korjga KoHueHTpauus PA B KpoOBHU
>360MKMOIIB/TT 4TOOBI M30€KaTh OTPULIATEILHOTO BO3JAEHCTBUS MOBBIIMICHHOTO conepxkanus DA u

€ro MeTabOJIMTOB Ha HEPBHYIO cuctemy [4, 16].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJNbCTB — 5).

KommenTapuu: ne credyem nasnauams JjieyeHue pamnee HeNEYEHLIM NAYUESHMAM, UMEIOWUM
xkonyeumpayuio @A xposu <360mxmonsv/n. Heobxooumo ocywecmensimo peeynapuuiii Konmpoib PA

Kpoeu y omux nayueHmoe ol moceo, umooOvl npu noevlileHuU ypoeH1 DA 606pEMA HA3HAYUNDb JIeUeHUEe

[16].

o PexoMeHayeTcsi MOXM3HEHHOE MPOBEJICHUE AMETOTEpanuu BceM nanueHtam ¢ ['@A ¢ wmenbro
NpOoUIAKTUKY TOBPEKICHUN LEHTPAJbHOM HEPBHOW CHCTEMbl U YIYyYIIEHUS COLUATbHON

anantauuu [17].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpOBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KomMmenTapuu: ucciedosanus noxazanu, umo noooepoicanue kouyeumpayuu PA kposu nudice 360
MKMONL/N Y nayuermos ¢ poxcoerus 0o 12 nem u 400-600 mxmonv/n y nayuenmos cmapue 12 nem u
83POCIbIX NO3BOJAEM COXPAHUMDb YO0BIEMBOPUMENLHOE HEUPOKOSHUMUBHOE PA38Uumue, adeKe8ammyo
CKOpOCMb 8OCHPUAMUS UHDOPMAYUU U COXPAHEHUe NCUXOCOYUANbHbIX (QYHKyul. B ceazu ¢ smum
PEKOMEHOYemcs NONCUSHEHHOe Npo8edeHue JleueHus, 6 MOM 4YUCle MNONCUSHEHHOe Clle008aHue
Ouemu4eckuM O2PAHUYEHUAM C UCNONb30BAHUEM CHEeYUAIUZUPOBAHHBIX 3aMmeHumenel Oenka,

UCMOYHUKOB BUMAMUHO8 U MuHepanos [19].



3.1 KoHncepBaruBHOeE JieYeHUE

3.1.1 /Iluerorepanusi

e Pexomenayercss i mnainueHToB ¢ @DAl-3aBucumoir ['GA HazHaueHUE NATOTEHETUYECKU

000CHOBaHHOW TUTIO(GEHNUTIATAHUHOBON AUETHI C 1EbI0 OTpaHudeHHs TocTyrieHuss DA ¢ numiei
[20].

YpoBenb yoeauteabHocTu pekomenaanuu C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

KommenTapuu: ouemomepanus ocnosamna na peskom ocpanudenuu PA 6 payuone nayuenmos 3a
cuem UCKIIOUEHUSl 8bICOKOOEIKOBbIX NPOOYKMOS8 U UX 3aMeujeHUU CReyuaiu3uposaHHbvIMU 1edeOHbIMU
NPOOYKMAMU, YACMUYHO Ulu NOAHOoCmbvio nuwenHvimu @PA. U3 payuona numanus Gonvhoco ' @A
UCKTIIOHAIOM HAMYpPaibHble NPOOYKNbL NUMAHUSL C 8bICOKUM COOepiicanuem OenKka (CoomeemcmeenHo,
u @A) — msaco, MaAConpooykmel, pul0y, pblOONPOOYKMbl, Meopoe, Alyo, 6obosvle, opexu, WoKoIaAo U
op. [lonycmumvle 8 dueme HamypaibHule NPOOYKMbL 600N 8 PAYUOH 8 COOMBEMCMEUU C NOOCUENOM

cooeporcaujecocs 6 Hux PA.

Jlna oemeit 2pyonozo eo3pacma (c poxcoenus 0o 12 mecaues) x oonycmumviM NpPoOOYKmMam
OMHOCAMCS HCEHCKOe MOJIOKO, OemCKUue MOJIO0YHble CMeCU, 080U, (PYKMbL U HEKOMopbvle NPOOYKNbl
nApUKOpMa ¢ HU3KUM cooepxcanuem oenxa. Ilpuxopm 6sooumcs 6 me dice CpOKU, 4mo u 300POBbIM
demsm (c 4 0o 6 mecayes), HO nPpuU FMOM UCHOALIYIOMC NPOOYKMbL MOLKO C HUSKUM COOEPAHCAHUEM
benka ¢ yuemom MONEPAHMHOCMU NAyueHma K HamypaioHomy oOenxy/genunananuny [21]. Jna
KoMneHcayuu 0enko8020 KOMHOHEHMA NUU UCHOAb3YIOM CReyUuaiusupo8anHvle AMUHOKUCIOMHbLE
cmecu 6e3 DA, coanancuposannvie no cocmagy Hanoooodue adanmupoBaAHHLIX OeMCKUX MOJLOYHbLIX

cmecetl. (cm.Ilpunoocenue A3.6).

B oueme nayuenmoe cmapwe 1 200a, Kak npasuio, UCNONL3VIOMCA CHEYUATUSUPOBAHHbLE
amunokuciommusle cmecu 60e3 PA ¢ Oonvwum Koauyecmeom bOenka, 0002aujeHuvle SUMAMUHHO-
MUHEPANbHbIMU KOMHAeKcamu. B cmecsax, npeonaznauennvix ons oemeti 6 éospacme om 1 0o 8 nem,
MO2Ym NpUCYmcmeosams 8 00CMamoyHOM KOIuYecmae y2negoosl U dcupvl. Imo 0aem 603MOHCHOCHb
UHOUBUOYATBbHO20 NO0b60pa JeyebHO20 NPOOYKMA 6 3ABUCUMOCIU OM  HYMPUMUBHO20 CMAmMyca
nayuenmos,  (OYHKYUOHANbHO20 — COCMOSHUA  JHCENYOOYHO-KUWEYHO20  MPAaKma U — NUYesblx
npeonoumenuti. Kpome moeo, ykazanmnvle cmecu amMuHOKUCIOM, 8 MOM uucie u cmecu Os oemeli
nepeoco 200a AHCU3HU, KAK Oonee CcOANAHCUPOBAHHbIE NO COCMABY, MO2YN NPUMEHSIMbCSA Maxdice y
nayuenmos oOonee cmapuieco ospacma u Oepemennvix wcenuun ¢ 1I'PA npu cocmosHusx,
00y CNI0871EHNbIX 3A00N€8ANUAMU HCETYOOUHO-KUUWEUHO20 MPAKMA U HENepeHOCUMOCMbIO HEeKOMOPbIX

nUe8blX NPOOYKMOos.

o Pexomenayercss  Ha3HaueHHE  CIELUAIM3UPOBAHHBIX  NPOAYKTOB  JIEYEOHOrO  NUTAHUS
(amuHOKHCIOTHBIE cMecu 0e3 PA) manmeHTam Bcex BO3pacTHBIX Tpymm ¢ ['DA, Tpebyromum

JIUETOTEPAINHNIO, C LETbI0 KOppeKunK ypoBHs DA U ynyulieHus kadecTBa xu3nu [20-23, 89].

YpoBenb yoeaurteabHocTu pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).



° PeKOMeH)]yETCﬂ Ha3HAUYE€HUE HU3KOOEJIKOBBIX MMPOAYKTOB IHUTAHHWA IMALlUCHTAM CTapie 1 roga C

['®A c 11enpi0 KOpPEKIMHU YHEPTeTUYECKON IIEHHOCTH JiedeOHoro panrona [20-23, 89].
YpoBenb yoenuTeabHOCTH pekoMeHaannu C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KommenTapuu: naznauenue nuszko6eikosbix npooykmos nokazano oemsm nocie 1 2ooa u oanee-6cem
nayuenmam ¢ I'®A. Cnucok Hu3K06e1Kko8vix U 0e30e1K08bIX CNeyUaIu3UpoOBaAHHbIX NPOOYKMOs,
3apezucmpuposannvix Ha meppumopuu Poccutickoui ©@edepayuu - npunosicenuu A3.7. Jannvimu
NPOOyKmMamu numanusi (HuK300enKogvle U 0Oe30enKkosvie) nayuenmvl 00eCneyusaomcs Co2LACHO
Ilocmanosnenuro Ilpasumenvcmea P® om 30 urona 1994 2. N 890 "O eocyoapcmeennoti nodoepaicke
pazsumus MeOUYUHCKOU NPOMbIUAEHHOCMU U VIYYUleHUU 00ecneyeHUus HACeleHus U yupeircoeHut
30paBooOXpanenusi J1eKapCmMEEeHHbIMU CPEeOCmBAMU U U30eTUAMU MeOUYUHCKo20 HazHadyeHnus" (c

UBMEHEeHUSIMU U OONOJIHEHUSMU).

o PexoMeHnayercst Ipyu MHULMALIMKM JUETOTEPANMHU TUTPOBATh KoauyecTBO DA muy (HaTypajibHOTO
Oenka) BceM mnanueHTaM noja KoHTposieM (DA KpoBU 10 MOSyYEHHs LENEBBIX TEpaneBTHUECKUX

3HaYeHu# [22].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoOBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

o PexoMenayercsi npu pacuerax NOUTAaHWA BCEM NAUMEHTAM OpPHEHTUPOBATHCS HA HOPMBI
(GU3HOTOTHYECKONM MOTPEOHOCTH B OCHOBHBIX HYTPHEHTAX C IIETbI0 OOeCTeueHus aJeKBaTHOTO
(GU3MYECKOTO PAa3BUTHUS W CHIDKEHHUS PHCKOB HYTPUTHBHOW HemoctatouHoctu [20, 23]

(ITpunoxenue A3.8).
YpoBennb yoenureabHOCTH pekoMeHAanuu C (YpOBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KomMeHnTapuu: oonyckaemcs ymenvbuieHue Koauvecmea cymounozo Oenxa (Ho He Oonee 10%) 6
OCHOBHOM 34 cuem OelKa AMUHOKUCIOMHOU CMeCU 8 3A8UCUMOCIU OM MOJEPAHMHOCMU K nuwe U K
Genunananuny, a maxkxice om QU3UYECKOU AKMUBHOCIU NAYUEHMA U COCMOAHUSL €20 HYMPUMUBHO2O
cmamyca [19, 24].

Fbenok 3a cuem ecmecmeenHbiX NpOOYKmMO8 8 Oueme paccuumvléaemcs Ucxoosi u3 OONYCMUMbIX
cymounwix xonuuecme PA ¢ yuwemom, umo 1 2 benxa cooepyxcum ~50 me DA. B 3asucumocmu om
nepenocumocmu nuwe6o2o @A oonycmumoe u 6e3onacrnoe e2o KoIU4eCmeo 8 CymKu cocmasisem om
90 00 35 me/ke maccvl mena 0151 demell nepeoco 200a Hcuznu. B numanuu oemeti cmapwe 1 2o0a, a
makoice NOOPOCMKO8 U 83POCAbIX donycmumoe Koaudecmeo DA nocmenenno cuudcaemes ¢ 35 oo 10
me/xke maccol mena pedenxa (Ilpunoowcenue A3.9, npunoocenue A3.10). Taxoce 6 npoyecce neveHus
onpeodensaemcs CymoyHas MONEePaAHMHOCIb K NUWesoMy (eHULaNaHuny, KOmopas 3asucum om

cmeneHu nopaxcenus: (hepmenma eHunaraHuHeUOPOKCULA3bL U 803pACMA NAYUESHMA.

o Pexomenayercss BCEM IallMEHTaM IIPU OPraHU3alMU JUETOTEPANMU C LEIBI0 €€ ONTUMU3ALUU
YUHUTHIBATh KIIMHUYECKYIO (popMy 3a00JieBaHus, ypoBeHb DA B KPOBH, BO3PACT, MOJ; HyTPUTUBHBIN

craryc (¢pusndyeckoe pa3BUTHE), TOJEPAHTHOCTh K MUIIEBOMY (eHmIanaHuHy, konuuectBo A u



HaTypaJbHOTO OeJKa, MOJIy4aeMOro ¢ MUIIEeH, KOJIMYECTBO OCHOBHBIX MHINEBBIX BEIICCTB U DHEPTUU

B JieueOHOM parnone [16, 20, 23].
YpoBens yoenureabHOCTH pekoMeHAanuu C (YpPOBeHb J0CTOBEPHOCTH A0KA3aTENbCTB — 5).

KommenTapuu: npu nasnauenuu ouemst easxcen uHOUBUOYAIbHbIL U OUDhepeHyupo8antulil NOOX00 K
UCNONb308AHUIO CHEYUANUSUPOBAHHLIX U HAMYPATbHLIX HPOOYKMOE COOMBENCMEEHHO B03DACHTY

nayuernma.

Ina nayuenmos ['@A nezasucumo om ux 603pacma COXpausemcs 3anpem Ha NpoOyKmsl, HaAuboiee
bocamvie eHunanaHuHoM, maxkue Kak Msaco, pvloa u uzdenus u3 Hux. Teopoe, meepowvie Cbipul,
00006vle, KypuHble YA, Opexu Mo2ym 6 02PAHUYEHHOM KOIuYecmee 8Xo0ums 6 PayuoH NAyUeHmos
cmapuie2o 803pacma ¢ yHenom moiepanmiuocmu K penunananuny. He pexomendyemces ynompebnenue
nayuenmamu ¢ [I'@A npodykmos pacmgpyo, ea3upo8arnHvlX HANUMKOE ¢ NOOCAACMUMENIMU

(acnapmam unu nuwesas oooaska E951), cooeporcawux penunananu.

Takxmuka Ouemomepanuu npu CONYMCMBYIOWUX 3A00Ne6AHUAX  (BbIPAJICEHHAS 2Unepmepmusl,
UHMOKCUKAYUsl, pasiuumble OUCHeNncuyeckue s6JNeHus), a makdce npu omkase om npuema
AMUHOKUCTIOMHOU ~ CMeCU 3aKadaemcs 6 KpamkospemeHHoMm (Ha 2—3 OHs) npeKkpaujeHuu
ouemomepanuy ¢ 3aMeHbIX J1e4eOHbIX NPOOYKMO8 HA HAMYPAIbHble C HEBbICOKUM COOEPHCAHUEM
oenka. Ilocne cmuxanus ocmpo2o nepuoda O0ONE3HU 6 PAYUOH BHOBb BBOOUMCSL CREYUATUSUPOBAHHbLIL
npooykm, HO 3a 0Oonee KOpOmMKuUil nepuoo, dem 6 Hauane nevenus. Ecau nayuemm c I'@A ne
OMKA3bl8AEMCsl OM NUWU 80 8pemMs OO0Ne3HU, MO JleYeHUue CONYMCMEYIOWUX COMAMULECKUX

3a60ne8aHull NPOBOOUMCs N0 OOWENPUHAMOU cXeme U He mpedyem npekpaujeHus Ouemomepanuu.

e He pexomenayercsa mamueHtram ¢ ['DA ymorpebneHne MeEIWKaMEHTO3HBIX —IpENaparos,
OMOJIOTMYECKH AaKTUBHBIX J00aBOK, coiepkamux DA uiM ero mpou3BOAHBIEC, MOJCIACTUTEINb
acriaptam [87].

YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB —5).

3.1.2 MenMkaMeHTO3HAS Tepanus

o PexomeHayercsl Ha3HAYeHUE NATOIEHETUYECKHM OOOCHOBAHHOTO JIEYEHUS CHHTETHUYECKUM
ananorom BHy (camponrtepun** (A16AX)) mnamuentam c¢ ['DA, oOycrnoBieHHOU
HepoctarouHOCThI0 BHy (runepdenmnanannnemus BH4 nedunmrnast), ¢ nenpio npeaoTBpaiieHus

TSDKEJIBIX HEBPOJIOTUYECKUX HapyieHui [87, 97].
YpoBeHb yOoeauTeILHOCTH peKoMeHAaluu A (YPOBEHb I0CTOBEPHOCTH 10Ka3aTeIbLCTB —1).

KommenTtapuu: ¢ sasucumocmu om @opmol ' @A canponmepun™* ucnonvsyemcs 6 Komniekce c
ouemomepanueil unu de3 nee (Ilpunoocenue A3.11). Hauanvnas ooza canponmepuna™**y nayuenmos c
Hedocmamounocmovio BH4 cocmasnsiem om 2 0o 5 me/xe maccwvt mena npu npueme 1 pasz 6 oenn. Jloza
mooicem Ovime yeenuvena 00 20 me/ke maccol mena 6 OeHv. [l 00CMUdNCEHUs ONMUMATbHO2O
mepanesmuyecko2o 3pgexma cymouHas 003a npenapama modxcem Ovbimb pazoeienHa Ha 2 uiu 3

npuema 6 medeHue OHSl.



o PexoMeHayercsi Ha3HauaTh JTONAMHUHEPTUYECKUE MpENapaThbl, MPEIUIECTBEHHUKH CEPOTOHHHA B
KOMIUIEKCHOM JiedeHun mnairueHtoB ¢ BH4 gedunmtabimu ['dDA ¢ 1uenpio  KOppekiuu

AKCTpaupaMUIHOTO CUHIpoMa [5, 6, 27,28, 124]
YpoBenn yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 4).

KomMmenTapuu: wrasnauaromcs #ieeooona~+[kapoudonal **(npomusonokazan oemsam oo 18 nem,
HAa3HaAYaemcs N0 NOKA3AHUK «CUHOPOM NAPKUHCOHUZMAY», 00biuHo mpebyemcs 10—15 me/ke 6 cymiu
no 71e8o0one), npeouleCmeeHHUK cepomonuna S-euopokcumpunmogan (10 wme/ke 6 cymxu)

(buonoeuuecku axmugnas oooaska) [124].

° PeKOMeHHyeTCﬂ IMPOBCACHUC IMAIUCHTAM KOPPCKIHUHN HCAOCTATOYHOCTU (1)0J'IH€BOI>1 KHCJIOTBI, a

TaK)Ke JOMOJIHUTENIbHOE Ha3HaueHHe (PoanueBoil KucioTel™* npu 6epemennoctu [5, 16, 121-124].
YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoOBeHb J10CTOBEPHOCTH J0KA3aTENbCTB — 5).

Kommentapuii: ¢onuesas kucioma™* mnaznauaemca nayuenmam npu Oepuyume OaAHHO20
MUKPOHYMPUEHMA 8 COOMBEEMCMBUU ¢ UHCIPYKYell ell K npenapamy (0COOeHHO 8ANCHO HA3HAYeHUe

Gonuesotl kucromor** @ nepeuiti mpumecmp depemernnocmu - 400 mxe/cym).

B nexomopuix cnyuasx mpebyemcs ouema c oepanuyernuem PA u nasnavenuem ghonruesori KUciomsl u

ee npouzeoonvix (Ilpunosxcenue A3.11).

Hasnauenue cnedyem nposooums nood KOHMpoOReM YPO8HS oauesol KUCIomvl 8 Kposu, 8 psoe

UCCIe008aHULl OmMMedaemcs 0axce noGblULeHHbIU YPoseHsb honuesoli kuciomsl y nayuenmos ¢ OKY

[121].

e Pexomenayercss MeIuKaMEHTO3Has Tepamusi camnpontepuHomM™* manumeHtam ¢ DAl -3aBucumoit
DA, wumerommMm 10 JedeHus koHieHTpamuio DA kpoBu Bbimie 360  MKMOJB/I,
IIPOJIEMOHCTPUPOBABIINM IIOJIOKUTENBHBIM OTBET HA TECTUPOBAHUE CAIPONTEPUHOM B BUIE
CHI)KEeHMSI KOHLIeHTpauuu DA KpoBU U MOBBIIICHHS TOJEPAHTHOCTU K MULIEBOMY (PEHMIAIAHUHY C

1IEJIbIO PACIIUPEHUS TUEThI U MOBBIIICHUS KaYeCTBA KU3HU MalueHTa [27, 28].
Yposenn yoenureabHOCTH pekoMeHAanuu C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB —5).

KommeHnTapuu: mecmuposanue nomeHyuanbHoU 4Yy8CmMeUmMeNIbHOCMU K npenapamy u JeyeHue
canponmepurom™** nposooum u KoHmpoaupyem 6pay, KOmopbwlil 0Cyuecmeisaem makxaice HabaooeHue

nayuenmos c¢ I'@A (cxemvr mecmuposanus Ipunosxcenue A3.12).

Omeem Ha JleyeHue nNpenapamom canponmepun™* oyenusaemcsi NO CMENeHU CHUNCEHUS.
konyenmpayuu DA 6 kposu nayuenma npu coon00eHuy cmabulbHOU SUNOHEHUNANIAHUHOBOU OUEembl.
layuenm cuumaemcs 4yecmeumenvHviM, eciu pasnuya yposHs DA, noayuenHo2o no oxKOHYAHUU
nepuooa OyeHKu omeema Ha nedenue, U e20 UCXOOHO020 YPOBHs nepeo HAYaloMm npuema npenapama

cocmasensem 30% u bonee.



o Pexomenayercsi mpoBeneHue 48-4acoBOro TecTa MalMeHTaM cTapiie | roga, MOAPOCTKAM U
B3POCJIBIM C LIETIbI0 ONPEAEICHUS] YyBCTBUTEIBHOCTH K JIEUEHUIO CAIIPONTEPUHOM™* ™ U MOITyUYeHUs
MOJIO)KUTEIBHOTO OTBETa B BHJIE€ CHIDKCHHsS KOHIEHTpauun @OA KpoBM U TOBBILICHUSA

TOJICPAHTHOCTH K TUIIeBOMY (eHMIananuny [27, 28].
YpoBeHb yoenuTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb JOCTOBEPHOCTH PEKOMEHIALUH — S).

KomMmenTapuu: npu nonyuenuu nonodxcumenbHo2o omeema npoeooumcs npooHoe iedenue He MmeHee
28 cymok u 6onee, 8 meuyenue KOMopo2o OnNpeoensemcs CmeneHvb NOBbIULEHUS MONEPaAHMHOCU K
nuwesomy (henunaraHuny u ewvipabamoelgaemcs OdlbHelwas makmuka JaedeHus. Bozmoowcno

npoeeéeime mecmupoeanust y HO60pO.?de€HHbZ)C nayuermaos.

o PexoMenayercsi NpoOAODKUTH TECTUPOBAHME JO 7 CYTOK ITAlMEHTaM B CIIy4ae IOJyYEHUs
OTPULIATENILHOTO OTBETa 48-M YacoBOrO TECTa C LEJIbI0 ONPEIEICHUsS YYBCTBUTEIBHOCTH K
JICUCHUIO CAMPONTEPUHOM™** ¥ TONYy4eHHS TOJOKHUTEIBHOTO OTBETa B BHUJE CHIDKCHUS

KoHIeHTpauuu GA KpoBHU U MOBBIIIECHUS TOJIEPAHTHOCTH K MUILEBOMY (eHmIananuny [27, 28].
YpoBeHb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KomMmeHTapuu: y nekomopwix nayuenmos Habaiooaemcs 0mcpodeHHblll NOLONCUMENbHbII 0meem Ha
neyenue canponmepunom™* (maxk Hazvieaemvle «no30Hue omeemyuxuy). Ilpu Heobxooumocmu
OUmenbHas MeoukameHmosnas mepanus y nayuenmos [ DA, omeeyarowux Ha JleyeHue
canponmepurnom** crudicenuem yposus DA 6 Kposu, nposooumcsi 6 KomoOumayuu ¢ ouemou npu

Uucnonb3o6aHuUU AMUHOKUCTIONIHbLX CM@C@ZZ, Kojuvecmeo Komopbslx onpedeﬂﬂem epad.

C coenacuss nayuewmxu B03MONCHO NPOOONdHCEHUe mepanuu canponmepuHom™* 6o epems
bepemennocmu: canponmeputn™* naznavarom orcenuwunam c I'@A, y komopuix panee 6viia 00Ka3ana
YY6CMEUMENbHOCMb K Je4eHUI0 CanponmepuHomM™™* unu mem, y K020 panee Npo8OOUNIOCH JledeHue

OAHHBIM NPENapamom.

e PexomeHayercsi BceM MalMEHTaM MpPHUEM MNPOPUIAKTUUECKONW J03bl MpEnaparoB M3 TPYIIIIbI
BUTamMrHA D U ero mpou3BOAHBIX C LEIbI0 KOPPEKIUH/TPOoGUIakTUk BUTaMuH D- nedunurnoro
coctostHus [16, 121].

YpoBennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 5).

KommenTapuu: oowviuno wnasnauaemcs ronekanvyugepon™*; npu Heobxooumocmu emecme ¢
KapOOHamom Kaubyus  COOMEemcmeaul ¢ peKOMeHOayuamMu no Koppekyuu eumamutr D- oeghuyummbix

COCMOSHUUL.

o Pexomenayercs naruentam ¢ '@A u xene3oneUIMTHON aHEMHEH C TEpareBTUYECKON IEIIbIO
MIPUEM IepOpabHBIX MPENnapaToB TPEXBAJIECHTHOTO Kele3a, IpU He0OXOIMMOCTH IIMAaHOKOOATaMUH

Y ero npou3BojiHbIe [44, 46, 129].

Yposennb yoenureabHOCTH pekoMeHAanuu C (YPOBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4).



o Pexomenayercss y nauueHToB ¢ '@A M CyHOpPOXKHBIM CHHIPOMOM C TEpaleBTHUECKON LENbIO
IPUMEHEHUE CUMITOMAaTHYECKOW IPOTUBOCYIOPOKHOM Tepanuu Ha (POHE NaTOreHEeTHYECKOro

nedeHus (IpOTUBOAMIIICITHYECKHE penapatsl) [91,130].

YpoBenn yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 4).

3.2 Xupypruueckoe jJe4eHue

XUpYpruuecKkoro BMenareabcTBa 0OBIYHO HE TpeOyeTcs.

3.3 UHoe J1cueHUe

3.3.1 O0yuenue

OOyueHnue sBIEeTCS HEOTHEMIIEMOM YacThIO KOMILUIEKCA TepaneBTHUECKUX Meponpustuil npu ['OA u
JIOJKHO TPOAOKATHCS HAa BCEM MPOTsHKEHUM 3abosneBanus. Jleuenue I'DA obsizamenvro xaouaem
obyueHue camoxowmponto yposus DA, npunyunam ynpaenewus 3abonesaruem  (pacwemy

ouemomepanui).

o PexoMeHayercsi mpoBeneHHE OOYyYalOMIUX MEPONPUITHH cO BceMH manueHTamu ¢ ['DA u, B
3aBUCUMOCTH OT BO3pacTa, HUX POAUTENSMU (3aKOHHBIMU TPEACTABUTEISIMH) OT MOMEHTA
BBISIBJICHUSI 3a00JIEBaHUS W HA BCEM €ro MPOTSHKCHWHM B IEJSAX TOBBIIICHUS OCBEIOMICHHOCTH
NAlMEHTOB U YJIY4YUIEHUS PacliO3HAaBAHMS TUNEpPEHUIATIAHUHEMUH, CHUKEHHSI PUCKOB Pa3BUTHS
OCJIOKHEHHM, JUJIi JOCTMIKEHHUs LIEJIEBbIX IoKazarenedl ypoBHd DA u  ynydlieHus

CaMOCTOSITEILHOTO yIpaBieHus 3aboiaeBanuem [71,79-82].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

KommeHnTapuu: yeiu u 3adauu obyuenus OONHCHbL Oblmb KOHKPEMU3UPOBAHbL 8 COOMBEMCMEUU C
AKMYAIbHbIM COCMOSHUEM nayuenma. B wkony @enunkemonypuu Hanpaeisiomcs: nayuenmsl, He
npoxoousuiue 00yueHUs (NepeUYHbIU YUKIL), Ul NAYUeHmbl, Yice npouieduiue odyuenue (N08mopHvle
YUKIbL), ONIsl NOOOEPICAHUsl VPOBHS 3HAHUL U MOMUGAYUU UIU NPU  NOAGIEHUU HOBbIX

mepanesmuiecKux L;e]lel:i.

o PexomeHnayercsi HCMONB30BaTh CHEIUATBHO pa3pabOTaHHBIE CTPYKTYpUPOBAHHBIC MPOTPAMMBI
oOy4ueHHusi, aapecOBaHHBIC KOHKPETHOMY KOHTHHTEeHTy mnamueHtoB ¢ ['DA (mampumep,
OepeMEHHbIM) JUIsl JOCTHXKEHUs LeneBblX nokazareneit @A, npopunakTUku pas3BUTHUS U

IIPOTrPECCUPOBAHMS OCIOXKHEHUM [71,79-82].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTENbCTB —3)

KomMeHnTapuu: obyuenue moocem nposooumsvcs Kak 8 UHOUBUOYAIbHOM NOpsiOKe, MAK U 8 2PYNnax

nayuenmos. Coodepoicanue  00VUAIOWUX —NPOSPAMM — OOJIHCHO — COOMBEMCMBO8AMb  NPUHAMBIM



cmanoapmam ouazHocmuku u nevenuss I' @A, a ux cmpykmypa — yyumoléams OCHOBHblE NPUHYUNDBL
nedazocuxu. Ilpoepammol noopazymesarom cmpo2o RPAKMUYECKyI0 HANPAIeHHOCMb U 00CMYNHOCHb

ons socnpusmus. Qbszamenvrble pazoeivl 00YUaAWUX NPOSPAMM.

. WKONA MONL0ObIX pooumerneti pebenka ¢ 1 DA,

. 0buue ceedernus o I' DA,

. KOHmMponwb yposHs DPA;

. Ouemomepanusi,

. COYUANUAYUSL U KAYeCTNBO IHCU3HUL,

. ncuxono2udeckue acnekmul y oemeti u noopocmros ¢ I’ @A;
. OuHamuveckoe Haonrooerue npu I A,

0 3 N L AW N~

. n0020moeKa K bepemenHocmu u bepemernrocms npu I @A

bonvuwas uacme 6peMEHU 6 npoyecce 06y'—t€H1/lﬂ 00JIICHA ObIMb nocesAauiena npakmultecmd 0mpa60m1<e
HABbLIKOE, HeoOX00UMbIX OJISi CAMOCMOAMENbHO20 ynpaeneHus 3ab01e6anuem. Hpeofcde e6ce2o 5mo

Kacaemcs KOHmpoJisil YPO6HA CDA, mexHuKke noocuema Koauuecmaea Oeika 6 nuuie.

o PexoMeHnayercsi mpoBeneHue oOydeHHs manueHToB ¢ ['DA crhenuanbHO TOATOTOBICHHBIMHU
MEIUIIMHCKUMHA paOOTHUKAMH: BPAuYOM-TEHETHUKOM, JTUETOJIOTOM, HEBPOJIOTOM, TEIUaTpOM,
TEpaneBTOM, MEAMIIMHCKON CECTpOH; C ydyacTHeM MEAMIIMHCKOTO TICHUXOJora ISl MOAJACp>KaHUs
ypOBHsI 3HaHU U MoTtuBanuu [80-82].

YpoBeHnsb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)



4. PeaOuauranus

OcHosuvimu  acnekmamu MeOUYUHCKOU U COuuanvHou nomowu nayuenmam c¢ 1 DPA saersiomes

OUACHOCMUKA, KOHMPOTb 3d JleueHuem U COYUAIbHAs Peaduiumayusl.
Meouyunckas peabunumayus exkaouaem 6 ceos ciedyrujue peKoMeHOauuu:

o PexoMeHnayercsi coOmroeHre pPEeKOMEHAAIIMN Bpadya MO JAMETHYCCKOMY MHUTAHUIO TAIMEHTaM C

['®A s npenynpexaeHus: ocaoxxkuenuit [36, 37].
YpoBeHb yOequTEeIbHOCTH peKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB —2).

KommenTapuu: npeumyuecmseento y oemeii wKoIbHO20 803PACMA U 83POCIbIX NOBLIULAECTICS YPOBEHD
DA kposu 6 ceA3U C HapyuwleHueMm pPeKOMEeHOAyull Nno Ouemuyeckomy HNUMAaHuio, 4ymo mpebyem
NCUXONO2UHECKOU NOO0EPICKU NayueHma. Ypoeenv UHMENNeKmyaibHo20 pas3eumus nayueHmad, e2o

KOCHUMUBHbLE (DYHKYUU UMetom Koppenayuio co 3uauenuem PA kposu 6 meuernue dncusnu [36, 37].

o PexoMeHgOBaHA KOHCYNIBTAMM MEIULMHCKOrO Icuxojiora nanueHtam c¢ ['DA st koppekuuu

MICUXOJIOTUYECKOTO COCTOSIHUS TIpU HaJIM4uK nokazanuii [30, 51, 52].
YpoBensb yoeaureabHocTu pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 4).

KommenTapuu: [lcuxonozo-nedacoeuueckasn peabunumayus oemei noopocmkogoz2o ospacma. OHu
CMAanKuearomes ¢ npobremamu nepuooa noio6020 CO3PEBAHUs, KOMOpbvle CONPOBOHCOAEMC
cmpemaenuem K He3asUucCUMoCmu, npomeCcmHbiM NO8eOeHUeM, d MaKice N00BEPHCEHHOCMbIO BNUHUSI
C8epCMHUKO8. DMO nepuoo yacmvix omkasos nayuenmos ¢ I @A noopocmkos om ouemomepanuul,
ynompe0OiieHuss NpoOYKmMos8 CHeyuaiu3upo8aHHo2c0 NUMAHUsL, a MAK}Ce BblCOKO20 pPUCKA Nomepu

mMemabonuyecko2o KOHmMpOoJisa u NONHOU ympambsl Meaulxﬁ/lHCKOZO HAOMI0O0eHUsl.

Coyuanvnas peadbunumayusi exarouaem 6 cebs opeanuzayuro numanus Oemeti ¢ DA 6
00U e00pa308amenbHbIX,  0300POBUMENLHLIX — YUPEHCOCHUAX, V  B83DOCIAbIX —  BO3MONCHOCMDb

UCNOJIb306AHUA CnEeYUAIUSUPOBAHHBbIX I/ZPO()yKWIOG J1e4ebH020 NUMAaHUs Ha pCl60ll€M mecme.

Ocobyro ponv 6 nomowu nayuenmam ¢ 1 PA ueparom obwecmeennvie opeanuzayuu. Opeanuzayus,
ooveounsowas pooumeneii oemeti ¢ DA u 63pocavix nayueHmos, nomoz2aem 6 COYUAIbHOU
peadbunumayuu, CoyuanlbHou adanmayuu, NOMOwU 8 mpyooycmpoucmee, OpeaHu3ayuu 0movixa 6 m.u.
8 JemHUX Jazepsx, 00cyed, COYUOKYIbMYPHOU peabunumayuu u Opyeux Meponpusimusx, a makaice

l’lpO@@@@HMU podumeﬂbcmtx WIKOJI U CeEMUHADPOE.

Hecmomps na mo, umo I'@A ne ssnsemcs dHcusHeyeporcaromum 3a001esanuem, npu Heodxooumocmu 8
pPAMKAX peadunumayuy paccmampusaemcs NALIUAMUBHASL NOMOWb, KOMOpas eKIouaem 8 ceos
cucmemy Mmep HNO VIVHUIEHUIO KAYecmea MHCUSHU NAYUEHMO8 C YePOHCAIOUWUMU IHCUSHU U
COKPAWArOWUMU HCU3Hb 3A00IeBAHUAMU, NPEUMYULECMBEHHO 8 MEPMUHANILHOLU CMAOUU pa3eumus, U
npeocmasisem coOou aKmuGHulll U YELOCMHbBIU NOOX00 K OKA3AHUIO NOMOWU, HAYUHAIOWUUCS C
MOMeHma NOCMAHOBKU OUACHO3A U NOKPbIBAowull uzuieckue, MOYUOHAIbHbIE, COYUAIbHbIE U

ayXOGHble acnekmol 6N10Mb 00 cmepmu.



ITannuaruBHas IIOMOIIp ITaIIMCHTAM C I'A oxa3piBaeTcs HAa OCHOBAaHUH COOTBCTCTBYIOIINX

HOpPMaTUBHBIX JOKYMEHTOB (cM. [Ipunoxenue A3.)



S. IIpopunakTuka

5.1 llpopuiakruxa

e PexomeHayeTcsl MPOCHNEKTUBHOE MEIUKO-TEHETHUECKOE KOHCYJIBTHUPOBAHUE Map, IMIAHUPYIOLIUX
OEpeMEHHOCTh C pEKOMEHJalMel OO0C/IeoBaHns Ha TETEPO3UTOTHOE HOCUTENBCTBO YaCThIX

MyTauui B rene PAH c 1ienbio mporuo3a noromctsa [16, 55].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 4).

KommenrTapuu: vacmoma nocumenvcmea namozennou mymayuu ¢ cene PAH ¢ P® cocmasnaem 1:50.
IIpu svisgnenuu I'@A 6 cemve — obcredosanue poOCMEEHHUKOE Ol YIMOUHEHUs 2emepo3u2omHo20
Hocumenvcmea mymayuu 6 2enax PAH, PTS, QDPR, GCHI, PCBD, SPR, DNAJCI2.

o PexoMeHayeTcsi MEIMKO-TEHETUYECKOE KOHCYJIBTUPOBAHUE I1ap, UMEIOIIUX B CEMEMHOM aHaMHE3€
nereit ¢ ['DA, mmanupyrommx OEpeMEHHOCTh C IENbl0 HWH()OPMHUPOBAHHA O BO3MOXKHOCTH
JIOPOJIOBOM  TMAarHOCTUKHU: TNIPEHATallbHAsg JUAarHOCTHUKA, HWCHOJb30BAHUE BCIIOMOTATEIbHBIX

PENpOyKTUBHBIX TeXHOJOTHI [16, 56].
YpoBenb yoeaurteabHocTu pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10Ka3aTeIbCTB —5).

KommenTapuu: /[opooosas ouacnocmuxa nposooumcs 6 nape, 20e YCMAHOBLEHO, 4mo 0Oyoyujue
pooumenu a81a0mcs Hocumenamu mymayuu 6 oonom eene: PAH, PTS, ODPR, GCHI, PCBD, SPR,
DNAJCI12. Beposmnocmv pooicoenuss pebenxa ¢ I DA y dmcenHwunbl uUiu Mydcuunvl, Cmpaoaoujux
OaHHbIM 3a001e6aHueM, pedanu3yemcs 6 ciyuae, ecliu Mopou pooumensb s6IAemcs 2emepo3ueomubim

Hocumenem Mymanmnozco eena (puck 50%) uiu makaice cmpaoaem I'@A (puck 100%).

° PeKOMeH)]yeTCﬂ KOHCYJIBTUPOBAHHUE ACBOUYCK IMOAPOCTKOBOTO BO3paCTa W KCHIIWH, CTPAdArOIINX
F(DA, II0 BOIIPOCY INIAHUPOBAHUSA CCMbH C MCJIbIO IMPCAYIPCIKACHUA POXKICHUSA pe6eHKa C

CUHPOMOM «MaTepuHcKoi penmnkeronypum» [20, 115,116, 126].
YpoBeHb yOoequTEJIbHOCTH peKOMeHAAIui A (YPOBEHb J0CTOBEPHOCTH 10KA3aTEJIbCTB —3).

KommenTapuu: /lpu nnanuposanuu bepemennocmu, sxceramenvho, umodwl yposenv @A kposu 3a 2-3

mecaya 00 3auamusi u 8 meyerue bepemenHocmu He npegviudain 360 mxmons/m.
Ilpogpunakmuxka namonozuu nnooa, 6 mom uucie BIIP, y 6epemennoi ¢ I DA

o Pexomenayrwrcsi 0epemennoit ¢ I'PA cTporue nueTndeckue OorpaHudeHus: nocryrieHus PA c

MUIIEH ¢ 1eTbI0 PO MIaKTUKK natoioruu miona [16,117,118].
YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —5).

o PexoMeHI0BaHO Ha3HAYCHHE CalpoNTepuHA™™* B ciy4asx, €CIu paHee Yy NalUeHTKU Oblia

MOJTBEPK/I€HA YyBCTBUTEIBHOCTh K MPUMEHEHHIO KO(DaKkTOpHOM Tepanuu [54]



YpoBennb yoenureabHocTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB —4).

KommenTapuu: noopobnee cm. pazoenvl «/{uacnocmukay u «J/leuenuey.

5.2 IlucnancepHoe HAOJIOAeHNE MAIUEHTOB ¢ KJIACCHYECKOM
(peHuNKeTOHYpUEH

C yenvlo npedynpexcoenus UHMENIEKMYAIbHbIX, KOSHUMUBHBIX, peuesblX, NO3HABAMENbHbIX
Hapyuwlenutl, 2apMOHUYHO20 QU3UYECKO20 pa3eumus OUCNAHCEPHOe HAONO0eHUue Kauaem 6 ceds

caedyrouiue peKOMeHOauuu.:
KoHTpo/ib 32 a1eKBaTHOCTHIO JICYCHUSA

° PEROMeHIlyeTCﬂ OCYHICCTBIIITEL B3ATUC KPOBU YTPOM HATOLIAK (HOCJIC HOYHOTI'O FOHOI[aHI/ISI) BCEM

MalUEeHTaM JUIsl ONpeAeeHUs] KOHTPOJIbHBIX 3HaueHut @A kpou [25, 16].
YpoBenn yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KommenTapuu. B nacmosiwee epems ycmanosneno, umo ypogenv @A 6 Kposu CHUMCAemcs 8 medeHue
OHs, npuuem camvlli 6vblcOKUll yposeHb DA 6 Kposu Oocmueaemcsi pamo YMpom NOcie HOYHO2O0

eonooanus. Ilpasuna 3a6opa kposu na unemp 6 npunodiceruu A3.14.

o Pexomenayercss mpuaepxuBarbcsi ypoBHs DA kpoBu B mpegenax or 120 mo 360 MKMomib/ma
nmarMeHTaM B BO3pacTe ¢ pOXACHHUS 10 12 JeT ¢ Ienpl0 NpeaynpexaCHHs HapyleHUN

HEHUPOIICUXUYECKOTO PA3BUTHUS U KOTHUTUBHBIX pacCTporcTB [29, 16].
YpoBeHnsb yoeaureabHocTH pekoMeHAanun C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KommenTapuu: Yacmole konebanus u npesviuieHue yenesvlx mepanesmuieckux 3Havenuti @A kposu
y Oemeti 6 gospacme 00 12 nem npugoodsm 6nocieocmeuu K HApYUWeHUsM Heuponcuxuieckoeo

pa3eumusi U KOCHUMuUBHwvIM paccmpoticmeam [29, 16].

e Pexomenayercss npunepxxkuBarbes ypoBHA DA kpoBu B mpexaenax ot 120 no 360 mMxmonb/n ¢
HEBI0 MPEAYNPEKICHNUS HAPYIICHU HEUPOTICUXUYECKOTO Pa3BUTHUS U KOTHUTUBHBIX PACCTPOICTB:
o mamueHTaM B Bo3pacte ¢ 12-18 ner [29, 30, 75, 76, 90, 105, 127];

YpoBeHb yoenuTeJIbHOCTH pekoMeHaaiuu B (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJILCTB — 2).
o B3pocisM [29, 30, 75, 76, 90, 105, 127].
YpoBeHb yoenuTeJIbHOCTH pekoMeHaaiuu B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB — 3).

KommenTapuu: oonyckaiomcs 6onee evicoxkue xoneboanus @A xkposu na oueme, HO He eviuie 600
mrmonwv/n [29].



bvino nokazano, umo onumenvroe nosviuiernue yposus A 6 kposu y e3pocavix ¢ PAI-3asucumou I'PA
OMPUYAMENbHO GIUAEM HA NCUXOIMOYUOHATbHOE COCMOsIHUE (1aOUIbHoe HACmpOoeHue, 0enpeccust),

NpUBOOUM K HAPYULEHUIO BHUMAHUSL U Opy2ux HeupokoeHumuenvlx gyuxyuil [30, 16, 52].

e Pexomenayercsi cTporo cienoBarh runoeHuIaJIaHMHOBOM TUETe U MPUACPKUBATHCSA YPOBHSI DA
KpoBH B mnpezenax oT 120 1o 360 MKMOJIb/J1 )KEeHIIMHAM B NEPUO/IbI PErpaBUAAPHOIN OATOTOBKH, |
u Il cemecTpoB GepeMeHHOCTH € 1enbl0 npoduiaakTuku cuaapoma Marepunckon OKVY [16, 106,
107, 128].

YpoBenn yoenureabHOCTH pekoMeHAanMu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4).

KommenTapuu: omcymcmeue ouemuueckux oepanuyeruti u KOHmposs 3a cooepxcanuem PA kposu y
HCEHWUH 8 NpecpasuOapHbulli Nepuod U 60 8pems OepeMeHHOCMU 3HAYUMENbHO NOGbIULAION PUCK

pazeumus y niooa «cunopoma mamepuncxour @KY» [72-74].

o PexomeHnayercsi Toaep)KUBaTh HUKHUHN 1iesieBol ypoBeHb DA kpoBu He MeHee 120 MKMOJB/M
BCEM  MalMeHTaM Uil  NpoQUIAKTUKM  JEeQUIMTHBIX  COCTOSIHUM M OCJOXHEHUM

runodeHUIaJJTaHnHOBOU ueTHl [31].
YpoBenb yoenurteabHOCTH pekoMeHAannu C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4).

KomMeHTapuu: wupoxo ucnonvzyemviii HudcHuil yenegou yposenvb DA 6 kposu - 120 mrmonwv/n
NONyYeH HA OCHOBAHUU KIUHUYECKO20 ONbIMd, ONUCLIBAIOWe20 HeONacoNpUusmHvle NOC1e0CmeUus Ha
cocmosiHue 300p08bs NAyuenma npu OJUMeNbHO COXPAHAIOWUXCSL 04eHb HU3KUX KoHyenmpayusax @A 6

Kposu nayueuma [31].

B Oemckom 603pacme 2mo nosvluleHHAR 3A0071e8AeMOCMb, HUKUL HYMPUMUGHBIL CMAmyc,
o9Hmeponamudeckuii  akpooepmamum. YV 83pocavlx  —  HEOOCMAamouHOCMb  NUMAHUA,
NCUXOIMOYUOHANIbHBIE PACCMPOUCMEA, Y IHCeHWUH DenpooyKmueHo2o eo3pacma — becniooue, )
oepemennvix ¢ DA — enympuympobras 3adepoicka pazeumusi nio0d, podicOeHue pedeHKa ¢

HeO0OCMamo4HOoU Maccol meia K cpoky eecmayuu [25].

o Pexomenayercsi KOHTposib ypoBHS DA KpoBU 15 OLEHKH S()PEKTUBHOCTH Tepamuu y BCEX

nainueHToB [36-41].
YpoBeHb yOeauTEeILHOCTH pekoMeHaanunii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbLCTB — 2).

KomMeHTapuu: ¢ nosgienHuem HOBbIX MepPaANeSmMUYECKUX BO3MONCHOCMEN MeOUKAMEHMO3HO20
nieyerust pexomenoyemcs npudepocusamovcs yposus PA 6 xkposu 120-360 mxmonv/n (2-6me/on) ons

ecex sospacmos [36-42].

o PexoMeHayercsi manuMeHTaM € MakKCHUMalbHbIM 3HaueHMEM YpoBHS DA Ha ckpununre 360
MKMOJIB/JT (6 MT//T) B TEUCHHE TIEPBOTO Tojla )KU3HU KOHTpoaupoBarh DA KpoBHM He pexe 1 pasza B
MecsI C LEJIbI0 CBOEBPEMEHHOIO BBISIBICHUS NMOBbIMICHUST DA M Ha3HAUEHUS] MATOIC€HETUUYCEKOTO

neueHus u/unu yrounenus Gopmsl ['OA u o0s3aTenbHOr0 qucnaHcepHoro HaomwoaeHus /42, 43].



YpoBennb yoenureabHOCcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 4).

Kommentapuu: Huskue ypoenu @A no pe-mecmy mpedbyiom nposedenus oupoepeHyuaibHol

ouacnocmuku u uckarouenuss BH-4 oegpuyumnovix chopm I'PA [33].

e Pexomenayercs peryisipHbiii KoHTposb ypoBH DA y nauuentoB ¢ BH4 nedunurusiMu popmamu
['®A ¢ uenpio moafepkKaHus €ro KOHIIGHTPALMU B MpeAesiax HOpMalbHBIX 3HaueHuid (mo 120

MKMOJIB/J WA 2MT/[11) Wiy TPUOIMKEHHBIX K HUM /33, 70)].
Yposenn yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJNbCTB — ).

Kommentapuu: Ilpu BH4 oeduyumnoi ['®A konmponb adexeamumocmu mepanuu Mmakice

nposooumcsi no yposuio @A kposu [33, 70].

o PexoMeHayercsi BceM ManueHTaMm CIeAyronias onNTUMalbHasg 4acToTa uccienoBaHus ypoBHs DA

KpOBHU IJIA CBOCBpeMeHHOﬁ KOPPCKINU JUCTOTCPAIIUN:

- B BO3pacTe 10 3-X MecAIeB - | pa3 B HeIeto (10 MOTydeHHs] CTaOMIIBHBIX PE3YJIBTaTOB) U manee |

pa3 B 10 quei,
- ¢ 1 roga 1o 6 et — He pexe 1-2 pa3za B MecHll,
- ¢ 7 wucrapuie - He pexe | pa3za B 3 mecsua,

- st 6epemenHbix ¢ DAl -gedunutHoit '@A — He pexe 1 pa3 B 7 aneit B | Tpumectpe u He pexe 1
pa3 B 2 Henenu Bo 2-3 TpuMectpax [16, 66].

YpoBennb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — ).

KomMmeHnTapuu: oOawunvie pexomeHOayuu OCHOBAHLI HA MHO2ONEemMHeM onvlme pabomvl 6pavell,
CReYUAIU3UPYIOWUXCs Ha Jedenuu nayuenmos genunkemonypuei 6 PD, u oviiu npedcmasnenvl 6
npeovioyuux KIUHUYEeCKUxX pexomeHoayusax no genunkemonypuu. B Eeponetickux cmpanax uacmoma
peKoMeHOyeMblX ucciedosanutl sviute: 0o 1 2o0a 1 pasz 6 neoenro, om 1 2ooa 0o 12 nem 1 pas 6 2
Hedenu, cmapwe 12 nem 1 paz 6 mecay, npu noocomoske k bepemennHocmu 1 pas 6 Hedenro, npu

bepemennocmu 2 pasa 6 neoeno[16, 66].

° PeKOMeHHyeTCﬂ: HCCIICAOBAHUC KIIMHUYCCKOIO dHaJIn3a KPOBU BCCM IIAlMCHTAM C ['®A JIIsA

OLICHKHA OCHOBHBIX I1apAMETPOB KPOBETBOPEHUs U HAIUYMS BOCIAIMUTENBHBIX IIPOLECCOB HE PEXKE
1 paza B rox [16, 44, 66, 119-121].

YpoBeHb yOeqUTEJIbHOCTH peKOMEeHAAIMNA A (YPOBEHB 10CTOBEPHOCTH A0KA3aTENbCTB — 2).

KommenTapuu: npu npumenenuu ocparuuumenvHol Ouemsl 803MONCHO pA3gumue alUMeHmapHou
Jrcene300epuyumnol.  aHemuu, KOMOPAs Moxcem umems JameHmusill xapaxkmep. Hcciedosanue

nposooumcsi He pexce 1 paza 6 200 [16, 45].



o PexomeHnayercs viccieoBaHie 001Iero (KIMHHYECKOT0) aHalu3a Mour BceM marueHTam ¢ ['DA ¢

LIEJIBIO BBISBIIEHUS KpUCTAJUTypun He pexe 1 pasa B rox [90].
YpoBeHb yoeaureabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB — 5).

KommenTapuu: npu npumenenuu ocpanuuumensHou Ouemvl 603MONCHO PA3GUMUE KPUCTALTYPUL.

Hccnedosarnue nposooumcs ne pexce 1 pasza 6 200.

o Pexomenayercst uccienoBaHue OMOXMMHUYECKOro aHaiuza Mouu ((ocdop, KaablUuid. KpeaTHHUH

Oenok, anbOymuH) nanuentaMm ¢ ['DA ¢ nenwio BbisBIeHU MeTabonnyeckoit Hegpomnatuu [90, 92].
YpoBenn yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).
Kommenrtapuu: ne peoce 1 paza 6 200

o Pexomenayercsi ompezieneHHe COOTHOIICHUS (eHHIAJaHUHA/TUPO3UHA manueHtam ¢ @A ¢
LEIbI0 CBOEBPEMEHHOW JIMAarHOCTHKHW/TIPEAYNPEXKICHUS SBICHHUM, BBI3BAHHBIX J€PUIUTOM

TUpO3uHa/U30bITKOM (ennnananuna [101-103].
YpoBenb yoenurteabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4).

KommeHnTapuu: npu npumenenuu ocpanuuumenvHol ouemsl B03MOJNCHO pazeumue Oeduyuma
HEe3AMEHUMbIX AMUHOKUCIOM, 6 YacmHOCmu- mupo3una. Hccnedosanue npo8oOUmMcs Memooom
MAHOEeMHOU MACC-CNeKMpOMempUulU, Yacmoma onpeoensemcs UHOUBUOYaIbHO, 8 cpeoHeM, He pedice |

pasa 6 200.

e PexomengoBano mamuentam ¢ @A npoBeneHue OMOXMMHUUYECKOTO — aHalIM3a  KPOBU
00IIeTepaneBTUUECKOTO C IIEIbI0 OIEHKHW COCTOSHUS TICUCHM, MOYCK W BBISBICHUS, OTKIOHCHUM

BOXHBIX OMOXMMHYECKHX TIOKa3aTelied M WX JaJbHCHUINICH KOppPEeKIMU He peke 1 pasa B rof
[44,45,46,47,49, 83, 121].

YpoBenb yoeauTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 4).

KoMMeHTapuu: npu npumeHenuy 02panuiumenbHoUu Ouemvl 603MONCHO pazsumue OUCnpomeuHemMuu,
HapyweHusi MUHEpaIbHO20 00MeHa U Oepuyuma >CCeHYUANbHbIX MUKpodremenmos. Llenecoobpasno

onpeoeiieHue cooepicanus  2Ko3bl, 0dwezo bOenxa, 6Oerkosvix Gpakyuil, obweco ourupyouHa,
XonecmepuHa, mMpuIuyepuoos, JIUNONPOMenUo08 HU3KOU U BbICOKOU NIOMHOCMU, WeL0YHOU
Gocghamaswi, KpeamuHuHa, MOYEBUHDI, ananuHamMuHompancgepasvl (AJIT),
acnapmamamurnompancgepazvl  (ACT), kanvyus o006we2o0 U UOHUSUPOBAHHO20, HAMPUS, KALUA,
Heopeanuyeckoz2o Gocghopa, dncenesa, heppumuna, yposHs ocHO8HO20 memaboruma sumamuna D 6
Kpoeu (uccneoosanue yposusa 25-OH eumamuna /[ 6 Kpoeu) u eumamuna B, (yuanoxobanamun),
Gonuesotl KucIoOmyl ¢ Yenvlo OYEeHKU OANAHCA ANCHEUUUUX HYMPUESHMO8 NPU OUemomepanuu, OYeHKu
Kanvyueso-ghocghopnoco ooMeHa, oyeHKu COCMOAHUSL NOYeK, NeYyeHU ¢ nepuooudHocmsio 1 pas 6 200
[44, 45,46,47,49].



o PexomeHnayercsi mpoBecHNE MHCTPYMEHTAIBHBIX 00CIEIOBAaHUHN MOYCK, MEUYEHH, MOMKETYT0THON
KEJIe3bl COMIACHO PEKOMEHJAlMsIM 1O JucMeTaboiIM4eckuM HedpomnarusM, MOYEKaMEHHOMN
007e3H1, METa0OIMYECKOMY CHHAPOMY B CBSI3M C BHICOKOM BEPOSTHOCTBIO Pa3BUTHS y TAIUEHTOB C
['®A mopakeHUs MOYEK, METaOOIMYECKOTO CHHIAPOMA C IIEJIbI0 CBOCBPEMEHHON IUArHOCTHUKH H

Teparnuu JaHHbIX COCTOSIHUH [99].
YpoBenb yoenurteabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 4).

KoMMeHTapumM: 00biuno 6 Kawecmee CKPUHUHS-OUACHOCTUKU U OUHAMUYECKO20 KOHMPOJISL
nposooumcs yivmpaszeykoeoe ucciedosanue (Y3U) opeanos oOprowHoli nonocmu (KomniexkcHoe) u
nouek He pedce 1 paza 6 200 nayuenmam ¢ ' @A 0ns 6viAsIeHUs OUCMeMAbOIULeCKUX Hepponamiuil,

Hed)pOKCZJZbT/;uHOS’CZ, UBMeHeHUl co CNOPOHbL ne4eHU U HOOQfCQJZyOOI{HOZZ aceiesnvl

o Pexomenayercss nposenenue snekrposHuedanorpapun (330) nu D3I'-MoHUTOpHHTa TAIUEHTaAM
co Bcemu Qopmamu ['PA npu HaTMUMKM HEBPOJOTUYECKON CHUMMOTOMATHKW MJIS BBISBICHUS

SMUJICNTUYECKON aKTUBHOCTH [91].
Yposennb yoenureabHOCcTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 4).
KommenTapuu: 937" u 331 -monumopune no nokazanusm, npu cmadouibHom medenuu-1 pas  2oo.

e Pexomennyercs nposenenue MPT ronoBHOro mosra (Hapko3 - MO IMOKAa3aHUSIM) MalMEHTaM CO
Bcemu (popmamu ['DA mpu HAIWYUU Y HUX HEBPOJOTHMUYECKOW CHUMITOMATHKU IS BBISBICHUS

MPOrpPECCUPYIOLINX U3MEHEHUH Oenoro BemiecTBa Mo3ra [ 14].
YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3).
Kommentapuu: MPT no nokasanusm.

° PEKOMCHHyeTCﬂ HCCICAO0OBAHUC MHHepaHLHOﬁ IIJIOTHOCTHU KOCTHOM TKaHU —
(peHTFCHIIeHCI/ITOMCTpI/I)I) Yy HalMCHTOB CTAapuIC 5 ner I ATMarHOCTHUKH OCTCOIIOPO034d, BLISIBIICHHA

IPyMIbI PUCKA TIO OCTEONOPO3y U MPHUHATUS TNpodunakTuyeckux mep [48, 50].
YpoBensb yoeaureabHocTu pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 2).
KomMmenTapuu: vacmoma uccieoosanuti - no nokazanusim He yawe 1 pasza 6 200 [48, 50].

e Pexomenayercsl TpoBeleHHUE pPEHTreHOrpauu KUCTU PyK JAeTaM co Bcemu ¢dopmamu ['OA,
UMEIOIIUM 33JIEPKKY (PU3MUYECKOTO Pa3BUTHUS U TOJIOBOTO Pa3BUTHS, IS OMpPENeTeHUsT KOCTHOTO

BO3pacTa | JIOMOJTHUTEIHFHOM OIICHKH KabIlueBO-(hochopHoro oomena [104].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH peKoMeHaauuu —4).
KommenTapuu: ucciedosanue nposooumes nayuenmam ¢ 2 iem

o PexoMeHayeTcsi TMpOBEICHWE HMHCTPYMEHTAJIBHBIX  OOCIEHOBAaHWH B  COOTBETCTBUU  C

PEKOMEHJIAIMSAMU IO aTEPOCKICPO3y M MIIEMHYECKOW OOJNe3HU cepilia B CBSI3M C O0jee 4acThIM



BBISIBJICHUEM JIAHHOM MaTOJOTUHU y manneHToB ¢ ['A 1t cBoeBpeMeHHOM TUAarHOCTUKHU U cTapTa/

Koppekiuu Tepanuu [83, 99].
YpoBenb yoenauTeabHOCTH 10Kka3aTe1bcTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMeHIAUMH — 4).

KommenTapmii: nposooumcs snexkmpoxkapouocpagpus nayuenmam co ecemu opmamvu I'@PA, &

cpeonem, He pedxce | paza 6 200, npu HeoOXO0OUMOCMU, NO NOKA3AHUIM, IXOKAPOUocpapus.

e Pexomenayercsi mpoBefneHHE dIEKTpoKapauorpaduu W/WiaM 3XoKapauorpaguu MalueHTaM C
HapylIeHUEM OOMeHa TeTparuapoOHONTEpHHAa, MOIYYAOIIMM JOTMaMUHEPTUYECKHUe Mpenaparsl, ¢

IIETTBI0 KOHTPOJIS TOOOYHBIX A dEeKTOB eueHus [87].
YpoBeHb yoeauTeJbHOCTH A0Ka3aTeNbCTB C (YPOBEHb J0CTOBEPHOCTH PEKOMEHAALNH —5).
Kommenrapwii: nposooumcs, 6 cpeonem, ne pesxce I pasa 6 200

o PexomeHnayercss KOHCYJbTAllMM BPAauOM-TEHETUKOM C LEIBI0 OLEHKH HYTPUTUBHOIO U
MICUXOHEBPOJOTHYECKOrO CcTaryca nauueHToB ¢ I'A 1u1si CBOEBPEMEHHOTO BBISIBJICHUS HapYILLIECHUM
U TpU HEOOXOIMMMOCTH HAMpaBICHUS K COOTBETCTBYIOIIEMY CHEIHANKUCTY JUIsl HAOMIOACHHS U

KOPPEKLUHU JEUEHUSI.
OnTumarnbHas 4acToTa HaOIIONEHUS, COTIIACHO €BPOTIEUCKUM PEKOMEHIAIUSIM:
- B Bo3pacte 110 | roma — He pexe 1 pasza B 2 mecsila
-c 1l roma no 12 ner — He pexe 1 paza B 6 MecsIiieB
-c 12 no 18 mer — He pexe | pa3a B 6 mecsALeB
- crapuie 18 ner — He pexe 1 pa3 B rog
- mpu O6epeMeHHOCTH — He pexe 1 pasza B Tpumectp [16].

CormacHO MHEHMIO paboueld Tpynmbl POCCUUCKUX HKCIEPTOB, I€I€CO00pa3HO MPOBOAUTHL OoJiee
yacToe HaOIIOICHUE MAIlMEHTOB B Bo3pacTe 10 1 roma He pexe 1 pasa B mecsi, ¢ 1 roga — He pexe 1

pasa B 3 MecsIa, y OepeMeHHBIX — He Jamie 1 pa3za B mecsr [16].
YpoBenb yoenurteabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KommenTapuu: oawnnvie pexomeHOayuu OCHOB8AHBI HA MHO2ONEemMHeM onvlme padbomvl 6pavell,
CReyuanu3Upylowuxcs Ha JedeHuu nayueHmos ¢ GeHurkemonypuei 6 P® u aunanocuduHvim

pexomeHoayuam, pazpabomannvim 6 cmpanax Eepocorosa [16].

° PeKOMeH)]()BaHa KOHCYJIbTAllUA Bpada- I'CHCTHKA IIOBTOpHAd IMMallMCHTaAM C YCTAHOBJICHHBIM
JUardao3oM A ¢ HCJIBbO CBOCBPCMCHHOI'O BbIABJICHUA HapymeHI/Iﬁ U IIpu H€06XOI[I/IMOCTI/I

HAIPABJICHUS K COOTBETCTBYIOIIEMY CIIECHUATUCTY Uil HAOMIOAECHUS U KOPPEKIUU jeueHus. [16].

YpoBennb yoenureabHOCcTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).



o PexoMeHgoBaHa KOHCyNbTallMsl Bpauda-gueroisiora (He pexke 1 pasa B 12 mecdieB) nmauudeHtam ¢
YCTAHOBJIEHHBIM qUarHo3oM ['@A 11si 1ONOTHUTENBHON KOppeKuu auerorepanuu [16, 21, 23, 25,
26].

YpoBennb yoenureabHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).

KOMMCHTapI/II/IZ KOHCY1bmayus epaqa-duemwzoea nokasana nayueHnmam C UYeavio OKA3AHUA

CReyuanu3upoB8aAHHOU MEOUYUHCKOU NOMOUIU.

° PeKOMeHIIOBaHa KOHCYJIbTAllUA Bpada-AUCTOJIOra IIOBTOpHAA IIalUCHTaAaM C YCTAHOBJICHHBIM

nuarao3zom I'DA mis onenku s dexruBHOCTH queThl [16, 21, 23, 25, 26].
YpoBenb yoeanurteabHOCTH pekoMeHaannu C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

KOMMeHTapI/ll/I: namoceHemu4ecKum Memooom leyeHusl qbeHquKemOHypuu A6TAENCA Ouemomepanuﬂ.

Yacmoma noceuwerHus epaqa—duemOJzoea - NO NOKA3AHUAM.

o PexoMeHgoBaHa KOHCYyIbTAMKU Bpada-nieauarpa aAetsm ¢ [ DA He pexe 1 paza B 6 mecdneB st

OIICHKH OOIIETO COCTOSHUS 37IOPOBbS U OTMPECICHHS TAKTUKU JaibHEien Tepanuu [16].
YpoBenb yoenurteabHOCTH pekoMeHaannu C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 5).

o PexoMeHg0BaHa KOHCYJbTAllUs Bpaya-TepaneBTa Jjis NalyMenTa crapiie 18 jeT ¢ ycTaHOBICHHBIM
nuarHozom ['DA He pexe 1 paza B 6 MecsleB sl OIEHKH OOIIETO COCTOSHHUSI 3J0POBbS M

omnpe/iesiCHUs TAKTUKH JayibHeWIei Tepanuu [16].
Yposenn yoenureabHOCTH pekoMeHAanuu C (YPOBEHb 10CTOBEPHOCTH A0KA3aTENbCTB — S).

o PexomennoBano mamucHTaM ¢ ['DA KOHCymbTamus Bpada-KapAuOJIOTa/KapAauojiora JISTCKOTO HE
peke 1 pasa B 12 MecsaneB HIs CBOCBPEMEHHOTO BBISBICHUS W/WIM MOHHTOPHHTA
KapJIMOJIOTUYECKUX M3MeHeHul [4,5, 16, 45, 83].

VYpoBens yoenuTeabHOCTH pekoMeHaannu C (ypoBeHb TIOCTOBEPHOCTHU J0KA3aTeIbCTB — J).

e PexomengoBano namuentam ¢ ['A no nokazaHusM KOHCYJbTAIUs Bpadya-KapAHOI0ra/Kapanoiaora

JIETCKOTO TTOBTOPHAS JJISI OLICHKY BBISBICHHBIX KapIUOJIOTHICCKUX N3MEHEHUH U PEIICHUS BOIIPOCa
o Tepanuu [4,5, 16, 45, 83].

VYposens yoenuteabHOCTH pekoMeHaanuu C (ypoBEeHb IOCTOBEPHOCTHU JOKA3aTEeNIbCTB — J).

e PexomengoBaHo mnamueHTaM ¢ ['@A 10 IIOKa3aHUIM KOHCYJIbTAllUA Bpada-HECBPOJora JJIsd

CBOEBPEMEHHOTO BBISIBJICHUS U/UJIM MOHUTOPUHIAa HEBPOJIOTUYECKUX M3MEHEeHU [16].
VYpoBens yoenutenbHocTH pekoMenaannu C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTENbCTB — 5).

e PexomenngoBano namnveHtam ¢ ['GA 1no nmokazaHusiM KOHCYJIbTAIMs Bpaya-HEBPOJIOra MOBTOPHAS C
LEJIbI0 KOPPEKIUH BBISBICHHBIX HEBPOJIOTMYECKUX HU3MEHEHUW W OIPENCIICHUS HaJbHEUIICH

TaKTUKU JiedeHus [16].



VYpoBensb yoenuTeabHOCTH pekoMeHaanuu C (ypoBEeHb IOCTOBEPHOCTH JOKA3aTeIbCTB — J).

o PexomengoBano nanuentam ¢ ['A ocmotp BpauoMm-odTaabrMonoroM He pexke 1 paza B 3 roga ¢

1IEeJIbIO BBISIBJICHUS TJ1a3HOM matosioruu [16].
VYposensb yoenureabHOCTH pekoMenaanuu C (ypoBeHb IOCTOBEPHOCTHU JOKAa3aTeNbCTB — J).

o PexomeHaoBaHa KOHCYJIbTAllUsA  Bpada-raCTpPOdHTCPOJIOTa IMAalMEHTaM C  YCTaHOBJICHHBIM
JUarso3omM I'dA IIpu HAJIAYINHA MoKa3aHui JI1 CBOCBPECMCHHOT'O BBISABJIICHUSA /M MOHHUTOpHHI'A

raCTPOIHTEPOIOTUYECKOM maroyioruu [16].
VYpoBens yoenutenbHocTH pekoMeHaanuu C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTENbCTB — 5).

e PexoMeHg0BaHA KOHCYJIBTALMs Bpada-IICUXHWATPa MALUEHTaM C yCTAHOBJIEHHBIM AUAr{Ho3som ['PA

JUIS1 OLIEHKH MICUXHATPUUYECKOTO CTaTyca MpU HAJIUYUKU NokazaHui [16].
VYposensb yoenuTeabHOCTH pekoMeHaanuu C (ypoBEeHb IOCTOBEPHOCTHU JOKAa3aTeNIbCTB — J).

° PeKOMeH)IOBaHa KOHCYJIbTallA Bpada-licuxuvarpa IMOBTOPHAdA MallMCHTAM C YCTAaHOBJICHHBIM
JUardao3omM ['®A no moxkazaHusM AJIsT KOPPCKUOUKU BBISIBJIICHHBIX IICHUXHWATPHUUYCCKHUX Hap}/I_HGHI/Iﬁ n

ONpeCNICHUS TAIbHEUIIICH TAKTUKY JieueHus [ 16].
VYposenb yoenurenbHoCcTH pekoMenianu C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTENBCTB — J).

o PexomeHmoBaHa KOHCYJIbTAlMS MEAMIIMHCKOrO Iicuxosiora nanueHtam ¢ ['PA npu Hamuuuu
TOKAa3aHUM JIJI1 OLIEHKA M KOPPEKIIMH TICUXOJIOTHUE€CKOTO0 COCTOSHUS U MICUXO0JIOr0-NEAarorudyeCcKkoro

CONPOBOXKIEHUA ceMbH He pexe 1 pa3a B rox [30, 51, 52].
VYposenb yoenutrenbHOCTH pekoMeHanuu C (YpOBEHb TOCTOBEPHOCTH JI0KAa3aTEIBCTB — 5).

KommeHnTapuu: 011 oyenku unmeniekma u opyeux U008 NCUXUYecKkol 0essimenbHOCmu NayueHmos ¢
I'®@A ucnonvzylom coomeemcmeyiowue npozpammvl u mecmvl. Bo epems nepexoonoco nepuooa
NOOPOCMKAM 0CODEHHO HEeOOX00UMA NCUXOIOSUYECKAST NOMOUb NO BONPOCAM KOMMYHUKAYUU 8 cemMbe U
obwecmese, npogeccuonanvhol opuenmayuu, 0as sxcenuun ¢ I' @A akyenm credyem oenamv aKyeHm

HA eonpocax, C6A3AHHbIX C 6€p€M€HHOCWlbIO.

o PexoMeHgOBaHAa  KOHCYNbTAIMS  MEIUUMHCKOTO  IICUXOJIOTa  TOBTOpHAsl  MalMEHTaM  C
YCTaHOBJEHHbIM AuarHo3oM ['DA npu HamUuMM TOKA3aHUU [JI MCUXOJIOTO-I1€1arorun4eCcKoro

conpoBoxaeHus cembu [30, 51, 52].
VYposenb yoenurenbHocTH pekoMeHanu C (YpoBEHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — J).

KOMMCHTapI/II/II ncuxojiocudecKkasd nomouib nayueHmdam mooncem nompe608amb Kypc 3aHAMUL— 8

3asucumocmu om quueuayaﬂbelx ocobernnocmell nayuenma u cemovu.

e PexomennoBano mammentam ¢ 'DA koHcynbTalus Bpada-CypJloJiora Mo MOKAa3aHUSIM C LEJIbIO

WCKITIOUCHUS HAPYIICHHS CllyXa y peOeHKa C 3aJIep>KKOI TEMIOB IICUXOPEUeBOro pa3Butus [88].



VYpoBeHb yOenuTeIbHOCTH pekoMeHaauu B (ypoBEeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 3).

o PexomennoBano manueHtam ¢ ['@A KoOHCynapTauus Bpada-AepMaroiora ¢ LENbl0 JUArHOCTUKHU

MATOJIOTUHU KOXKHBIX TTIOKPOBOB U MOI00pa PAIIMOHATIBFHOTO JICYSHUSI PY HAJTMYUU TTOKa3aHui [78].
VYposensb yoenureabHOCTH pekoMenaanuu C (ypoBEeHb IOCTOBEPHOCTHU JOKAa3aTeNbCTB — J).

o PexkomengoBano marmueHtam ¢ ['DA koHCynbTauus Bpada-3HIOKPUHOJIOTA C LEJIbI0 YTOUHEHHS

HapylieHus: QyHKIIUU YHJIOKPUHHON CUCTEMBI TIPH HAJIMYUU TIoKa3aHui [3, 84, 85].
VYposenb yoenurenbHOCTH pekoMeHanuu C (ypOBEeHb TOCTOBEPHOCTH JI0KA3aTEIBCTB — 5).

o PexomennoBaHo nanueHtam ¢ I'@A koHCynbTalus Bpada-(pU3noTepaneBTa C 1eJIbI0 COCTaBICHMUS

1aHa PU3NOTEPAreBTUYECKUX MPOLIEAYp IPU HAIMYUU ToKa3zaHui [86].
VYpoBenb yoenuTeabHOCTH pekoMeHaauuu C (ypoBEeHb TOCTOBEPHOCTHU JOKA3aTENIbCTB — J).

o PexomenmoBano >xkeHmmHaM ¢ ['@A Bo Bpems OepeMEHHOCTH HAOIIOIEHNE Y aKyIlIepa-THHEKoIora
(c MEPUOJUYHOCTBIO, MPENYCMOTPEHHOM COOTBETCTBYIOIIUMU JOKYMEHTaMH,
perIaMeHTUPYIOIUMH HaOMIoeHNe 3a OepEeMEHHBIMH) M Bpada-reHEeTHKa C IEJIbI0 KOPPEKIINHU

tepanuu U KoHTposist DA kposu [72-74].
VYposensb yoenuTeabHOCTH pekoMeHaanuu C (ypoBEHb TOCTOBEPHOCTHU JOKA3aTENIbCTB — J).

e Pexomenayercs namuentam ¢ ['@A mpu OoTCyTCTBUH COMYTCTBYIOLIUX 3a00JE€BAaHUN MPOBOAUTH
NpO(PUIAKTHUECKYIO BaKIMHAIMIO C 1ENbI0 (DOPMHUPOBAHUS MMMYHHOH 3alllUTHI OpPTaHM3Ma OT

uHpexumii no rpaduky [16].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

KommenTapuu: npu nanuuuu conymemsyrowux 3a601e6anuti papeuieHue Ha npogedeHue npususox
oaemcsi cOOmMBemMcmeyIoWuM CReyuanrucmom. Jlannvle peKxomeHoayuu OCHO8AHbI HA MHO20NEeMmHeM

onvime pabomul 8payetl, CNeYUaIUUPYIOUWUXCA HA JleYeHUU NayueHmos ¢ (heHuikemonypueti 6 P®.

Opranmaunﬂ OKa3aHUA MeJII/IHHHCKOﬁ IMOMOIIIH

IToxa3aHusi K rOCIUATAJIN3ANMH

IToxazanus JUIsL IUIAHOBOM TOCIIUTAIN3alI B MCAUTTUHCKYIO OPraHU3alnio:

1. ONpOBCACHUEC JHAIrHOCTHKHM MW  JICUCHMA, Tpe6y}oume OpOoaAOJDKHUTCIIBHOTO (I[HeBHOG N
KpYyTII0CYTOYHOC Hpe6I>IBaHHC) MCECOUITMHCKOI'O Ha6J'IIOI[eHI/IH U MOHHUTOPHUHIA  KIIMHHUKO-

1a00paToOpHbBIX MOKa3aTelel;



2. HeOOXOMMMOCTh MPOBEACHHS PA3IMYHBIX BHJIOB AKCIEPTH3 WM OOCIEIOBAHUS B METUIIMHCKOM
OpraHM3alluyd TPU HEBO3MOXKHOCTH TPOBEACHUS MX B aMOYJaTOPHBIX YCJIOBHUAX (B TOM YHCIE
odopmiieHHEe 3aKITI0YeHHS (eepaaTbHOT0 KOHCUINYMa/BpaueOHON KOMUCCHN).

3. [IpoBeneHue TecTUpOBaHNE YYBCTBUTEILHOCTH K CAllpONTepuHy **

KommenTapuu: nposeoenue nazpysounoco mecma c canponmepunom™* moocem Ovbimv 6 YCa08usx

KpY2noCymo4Ho20, max u OHe6Ho20 cmayuoHapa (npunoxcerue A3.12).

Hpu CMayuoOHapHoM jledeHUuUU nayuennlty Hasnadvaemcs HU3KOOENKOBAs (eunoqbeHuﬂaﬂaHuﬁoeaﬂ ()uema)

U AMUHOKUCTIOMHRAA CMECH.
ITokazanus nis BKCTpeHHOfI rocuvuTaan3alvi B MCAUIIUHCKYIO OpTraHU3aluIo:

1. ocTpbie yrpoXKaromue AJs )KU3HU U Pa3BUTHUS OCJIOKHEHUN COCTOSHUS, TPEOYIOIIMEe HEOTI0KHOTO
JIEYEHUsl, B TOM YHCJIE HWHTCHCHBHOM TEpPANMHU, a TAKXKE KPYITIOCYTOYHOTO MEIUIIMHCKOIO

Ha6JIIO,Z[eHI/II/I " IIPOBCACHN: CIICHHUAJIbHBIX BUA0B O6CJ'IC,Z[OBaHI/I5[ n JICUCHUA.
IToka3aHus K BBIIKUCKE nmannueHTa U3 MeI[I/ILII/IHCKOﬁ OpraHH3aIuu:

1. orcyTcTBHE yrpo3bl [Js KM3HM TAlUMEHTa M YIrpO3bl Pa3BUTHUS OCIOKHEHHM, TpeOyroumx
HEOTJIOKHOTO JICUCHHUS NP 3aBEPIICHUE TUATHOCTUUECKUX MEPOIIPUSITHH.

2. crabunu3aiys COCTOSIHUS U OCHOBHBIX KJIIMHMKO-JIA0OPAaTOPHBIX TMOKa3arelel MaToJI0TrHYeCcKoro
nporecca, OTCYTCTBHE HEOOXOOUMOCTH B MPOMOJKUTEIFHOM MEIULIMHCKOM HaOMIOIeHUN
(IHEBHOE WJIU KPYITIOCYTOYHOE MpeObIBaHUE);

3. BBITIOJIHEH TUIaH OOCTENOBAaHUSA W JICUCHHS MAIMEeHTa, JaHbl PEKOMEHIAINHU IO JalbHEUIIEeMY
HaOJIOCHUIO U JICYCHUIO.

4. HeOOXOMMMOCTh MEpPEeBOJla MAIMEHTa B JAPYroe MEIUWLUHCKOE YUPEKICHUE WIH YUpPEKIACHHUE

COLIMAIBHOTO 00€ECIIEUECHHS.

IIpuHUMNIBI OPraHU3aANMHA MEAUIIMHCKOM oMo nanueHTam ¢ I'PA

Ilocmanoska ouacnoza I'®A cmasum mMHO20 80NMPOCO6 neped poOCMEEHHUKAMU NAYUEHMA U nepeo
cneyuanucmamu, pabomarnowumu ¢ makumu — nayuenmamu. Muocouucniennvie  npoobnemsi,
BO3HUKAIOWUe NPU OOHAPYHCEHUU U pa3sumuu 3a00ne8anus, Ol peuleHus KOmopvix mpebyemcs
2PAMOMHAs  Op2aHU3ayUsl NpoYecca HNOMOWU NpU Y4acmuu MyIbmMUOUCYUNIUHAPDHOU KOMAHObI

cneyuaiucnos u coOn0eHUue OCHOBHbBIX NnpuHyunos u NnOOX0008 K ee OKA3AHUIO.

Iannvie npunyunvl 00NCHBL COONOOAMbCSL HA TH0OOM dMmane OKA3AHUSL MEOUYUHCKOL NOMOWU, KAK 6

MOMEHM NoCmaHO6KU 0ua2H03a, max u Ha aroobom smane HAOII0O0EHUs nayuenmada.

1. [JaniueHT ¥ €ro MpeaCTAaBUTENH JOJDKHBI MOTydYaTh MOMHYI0 MHGOpMalHio O 3a00J€BaHUH, €T0
TEUEHHH, [1aTOTEHE3E, TPOTHO3aX, OCIOKHEHUAX U METOIaX BO3MOKHOM Tepalnu.
2. lnarno3 I'@A mnoxpazymeBaeT BO3MOXKHOCTb OKa3aHUs IIEPBUYHOM, CIELUATIU3UPOBAHHOU H

MaJUJIMaTUBHOM MOMOIIA HA BCEX ATamax 3a00JICBaHUS.



3. IIpu moctanoBke nuarHo3a ['DA, ceMbst HOKHA OBITH HallpaBiIeHA K CHCIHAINUCTY, UMEIOLIEMY
onbIT paboTel ¢ mamueHtamu ¢ ['OA, obnamaromiero COBpeMEHHOW HMHQOpManuedl O TEYeHUH
3a00JIeBaHMsI U BO3MOXKHOCTU YYacTHsl B KIMHUYECKUX HCHBITAHUSIX (HOBBIX JIEKAPCTBEHHBIX
MpernapaToB W/ WA TEXHUUECKUX YCTPOUCTB). Takke Ba)KHBIM SIBISICTCS HHPOPMUPOBAHHUE CEMEi
0 CYIIECTBYIOIIUX OOIIECTBEHHBIX OPraHU3alUsAX, pabOTAIOIIMX C STOW IPYNIION MAallUEHTOB.

4. K nabmonenuto 3a nanueHToM ¢ ['DA nomkHa OBITH NpUBIEUEHA MYJIBTHAUCHUILTMHAPHAS
KOMaHJla CHEIMaJINCTOB B COCTaBE: MeIuaTp/TepamneBT, Bpad-T€HETUK, Bpay-IAUETOJIOT, Bpad-
HEBPOJIOT, METUIIMHCKUM TICUXOJIOT, BPaY-3HAOKPUHOJIOL, Bpay-IICUXUATpP, Bpady-KapIUOJIor, Bpay-
(¢u3noTEpaneBT, Bpau-raCTpO3IHTEPOJIOr. Jpyrue crnenuaiucTsl JOJKHBI MPUBJIEKAThCS MO MeEpe

BO3HUKHOBEHUS CHEIU(PUIECKUX TPOOIIEM.

o KommeHTapum: spau-cenemux ocywecmensem ochoeHoe Habdnwodenue 3a nayuenmamu ¢ 1 @A. B
Kpye o00s3aHHOCMel 8paua-eeHemuKa 6xooum 00Ciedo8aHue U NOCMAHOBKA OUAcHO3d,
ungopmuposanue cemvbu 0 3a601e6aHUU, COCMABILEHUE NIAHA MHO2ONPOPDUILHO2O HAONIOOeHUs,
ocyujecmenams HabooeHue 3a NaYueHmom, OYyeHusams OUHAMUKY U CIeneHb NPocpecCupo8aniisl
3abo0n1e6anus Npu peYIAPHLIX OCMOMpax, HazHayaem noooepxcusaiowyro mepanuto. Ilpu
HacmynieHuu gpepmunvro2o eo3pacma y nayuenmos ¢ I' @A cocmasnenue niana npeocpasuoapHoll
noo2omoseku  0ns  npogunakmuxu  mamepunckori DKV, mecmuposanue napmwuepa Ha
eemepo3zucomuoe Hocumenvcmeo. l[lpu cocmagnenuu niana MHO20NPOPUILHO2O HAONIOOEHUS, 8PAY-
2eHemuK omnpeoensem KpamHoCmb HAON00eHUsi y Opyux CHeYuarucmos8 MHO20NPOQDUILHOLL
KOMAHObL, COOMBEMCMBEHHO meKywemy cocmoanuio nayuenma. llpu xadxcoom ocmompe 6pay-
2eHeMUK OCYUieCmeisem nepeoyenKy mexkyue2o COCmosaHus NAyueHma u 8 COOmeemcmeuu ¢ mum
BHOCUM KOPPEKMUPOBKU 8 NIAH MHO2ONPOPUIbHO20 HabNo0eHus. B ceoux pekomenoayusx epau-
2eHemUK yKazvleaem HeobXxooumbvle NayueHmy J1ekapcmeeHnble npenapamsl, OUuemomepanuio u op.
8 COOmMBemMcmeuU C BblAGIEHHLIMU NOmpeOHOCMmAMU nayuenma. A makoce 6pau-eeHemux
ocywecmensgem HabOn0oeHue pebenka c¢ cuHopomom mamepunckolr DKY (koncynomuposanue,

onpeoenerue makmuxku 0000ciedosanus u pewenus: sonpoca o J[HK-ouacnocmuxe).



6. JlonoaHuTeabHAsA HHGOPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

I'PA — xpoHuueckoe HeWzIeuMMOEe 3a00JEBaHUE, MOATOMY MALMEHTHl HYKIAIOTCI B AKTUBHOM
JUCTIAHCEPHOM HAONIONEHWHM Y HENpepbIBHOM JeueHuu. [Ipu CBOEBpPEMEHHOW [HAarHOCTHKE U
aJICKBaTHOM Tepamuy KIWHUYECKas KapTuHa Ooyiee OnmarompusiTHa, MPU OTCYTCTBHH- MOPAKEHUE
HEPBHOM CHCTEMBI OBICTPO Mporpeccupyer. MHOTrHe NalueHThbl, CBOEBPEMEHHO TUArHOCTUPYEMbIE U
MOJTYYarolue aJCKBAaTHYIO TEPANMWI0, AOKHMBAIOT J0 MNPEKIOHHOIO BO3pacTa, KUBYT IOJIHOLEHHOU

KU3HBIO K OCTABJIAIOT 3J0POBOC ITIOTOMCTBO.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepumn kauecrBa OueHka
BbIMNOJIHEHUA

1 MpoBeaeH HeoHaTanbHbIN CKPUHUMHE (onpeaeneHo coaepxaHue OA) Oa/HeT

2 [MpoBeneHo onpeaeneHve coaepxaHmsa OA B KpoBM NauneHTam € nogo3peHnem Ha FOA Oa/HeT

3 [MpoBeaeHO  MOMEKYNSIPHO-TEHETMYECKOoe  TeCTMpOoBaHuMe  Ass  YTO4YHeHus  DopMbl [a/HeT
3abonesaHus

4 [MpoBeaeH HarpysouHbll TecT C canponTepyHoM (B TeyeHMe He MeHee 48-yacos) [a/Het

naumMeHTam cTapwe roga C MyTaumsMm B reHe PAH, KOTOpble accouuMmpoBaHbl C
YyBCTBUTENBHOCTbLIO K BH4

5 MpoBeaeH KAMHWYECKUIA aHanm3  KkpoBu  (coaepxaHue remornobuHa, konuyectso | [da/HeT
SpUTPOUMTOB,  LBETOBOW  MokKasaTeslb,  KOJMYEeCTBO  JIEMKOUWUTOB,  TPOMOGOLMTOB,
nerkouuTapHas ¢gopMyna M CKOPOCTb OCeAaHUs 3pUTPOLMTOB) Ha 3Tane AWArHOCTUKU U
panee He pexe 1 pasa B roj

6 lMpoBeneHo MccnegoBaHWe aHanM3a MoyuM obLlero Ha 3Tane AMarHOCTUKKN U Janee He pexe [a/HeT
1 paza B roa

7 MpoBeneH 6uoxnummnyeckunii aHanms moun (docdatbl, okcanaTbl, ypaTbl) He pexe 1 pasa B Oa/HeT
rof naumeHTtam c FoA

8 MpoBepeH O6GUMOXMMMYECKUMIA aHanm3a KpoBKW  oblieTepaneBTuyeckuii  (coaepxxaHue [a/HeT
rnioKkosbl, obuwero 6enka, 6enkoBbiX @pakumin, obwero 6unupybuHa, XxonecrtepuHa,
TPUrINLEPUAOB, NMUMONPOTENAOB HU3KOW M BbICOKOM MJIOTHOCTM, LWeNnoyYyHon docdaTtasbl,
KpeaTMHMHA, MOYEBWUHbI, anaHMHaMMHoOTpaHchepasbl (ANIT), acnapTaTtaMMHOTpaHcdepasbl
(ACT), kanbums obLiero u MOHU3NPOBAHHOIO, HATPUS, Kanus, HeopraHudeckoro gocdopa,
xenesa, peppuTUHA) Ha 3Tane ANarHoCTUKKN U farnee He pexe 1 pasa B roa

9 [MpoBeaeHa TaHAeMHas Macc-cnekTpoMeTpus naumeHtam ¢ FTOA C uenbio onpeneneHus [a/HeT
COOTHOLWeEeHNA deHnnanaHnHa/TMpo3nHa He pexe 1 pasa B rog

10 [MpoBeaeHoO wuccnenoBaHMe YPOBHS THOKO3bl M FIMKMPOBAHHOrO remornobuHa B KpoBM [a/HeT
XeHWKrHaM ¢ FPA npu HacTynaeHun 6epeMeHHOCTH

11 MpoBeneHo 33 M D3M-MOHUTOPUHI MaumeHTam co Bcemu dopmamm TOA Npu Hannuum [a/HeT
HEBPOJIOrMYECKON CMMMNTOMATUKK, a Npu cTabunbHOM TeueHun-1 pa3 B rog

12 [MpoBeaeHo ynbTpasByKOBOE MWCCAeAoBaHWe OpraHoB OplOWHOM MONOCTM UM Mo4ek [a/Het
nauymeHtam c F®A Ha MOMEHT NOCTaHOBKM AMarHo3a un ganee- He pexe 1 pasa B roj

13 MpoBeaneHa snekTpokapauorpadmss naumeHtam co BceMn dopMmamm DA Ha MOMEHT [a/HeT
NMOCTaHOBKM AMarHo3a v ganee- He pexe 1 pasa B rog

14 MpoBeneHO  AOMOMHUTENbHOE  3KCMEepPTHOE  YNbTPa3BYKOBOE uccnefoBaHue nnoda | Oa/Her
XKeHwmHaMm ¢ TOA npu 6epeMeHHOCTM C Uenbl WUCK/IYEHUS BPOXAEHHbIX aHOManui
pa3BUTMS nioaa Ha cpoke 15-16 Hepenb 6epeMeHHOCTH

15 [lpoBegeHo  AOMONHUTENbLHOE  3KCMEpPTHOE  Y/ibTPa3BYKOBOE  uUcCcnefoBaHWe  nioa [a/HeT
XKeHwmHaM ¢ TOA npu 6epeMeHHOCTM C Uenbl WUCKIYEHUS BPOXAEHHbIX aHOManui
pa3BuUTUS Mnoda Ha cpoke 25-26 Heaenb 6epeMeHHOCTH

16 [MpoBeaeHa nepBMYHAsi KOHCY/bTauuMs Bpaya- reHetumka nauymeHtam ¢ FOA Ha MOMEHT [a/HeT
yCTaHOB/IEHUS AMarHo3a

17 [lpoBegeHa KOHCy/nbTaumMs Bpada- reHeTMKa MOBTOpPHAs rMaumeHtam C 4acToTown, [a/Het
COOTBETCTBYHOLLEN BO3PACTy NauneHTa

18 [MpoBeaeHa KOHCy/bTaumMsa Bpaya-neamaTpa AETSM C YCTaHOBJIEHHbIM AnarHo3oM A, ecnu [Oa/HeT
He NpoBoAWAach B NpejlecTsylowme 6 mecaues

19 [MpoBeaeHa KoHCyNnbTauMsa Bpava-TepanesTa NauMeHTaMm ctapwe 18 ner ¢ yCTaHOB/IEHHbIM [a/Het
anarHosom MOA, ecnm He NpoBOAUIIOCE B NpejllecTeyowme 6 Mecsaues

20 [MpoBeaeHa KOHCy/nbTauusa Bpada-reHeTvka nauueHTaMm crapuwe 18 neT ¢ yCTaHOBJIEHHbIM [a/HeT
anarHosom [®A ¢ uenbto  06CyxaeHus  npearpaBuMaapHOM  MOAFOTOBKM  Mepesn
nnaHvpoBaHmeMm 6epeMeHHOCTH, 06CyXaeHue Bompoca O HeobxoAMMOCTU NpoBeAeHUs
OHK-TecTupoBaHus napTHepy

21 [MpoBeaeHa KOHCy/nbTauuMsa Bpaya-HeBposora naumveHtTam ¢ TOA no nokasaHuaMm Ans Oa/HeT
CBOEBPEMEHHOI0 BbISIBIEHUSA U/ MOHUTOPUHIA HEBPOSIOMMYECKMX U3MEHEHUI




Ne Kputepumn kauecrsa OueHka
BbIMNOJIHEHUSA

22 [MpoBeaeHa KOHCyNbTauus Bpaya-HEBPOJIOra rnoBTOpHas naumeHtam ¢ FOA rno nokasaHusam Oa/HeT
C Uenblo KOPPeKUUU BbISIBIEHHbIX HEBPONIOrMYECKNUX W3MEHEHUI W onpeneneHus
AanbHeNLWen TaKTUKN JTeYeHns

23 [MpoBeaeHa KOHCyNbTauus BpadvoM-odTanbMosorom (nMpu nepBuUYHOM obcnenoBaHun u [a/Het
panee He pexe 1 pasa B 3 roja), Bkaw4awwas obcnepoBaHWe rnasHoOro AHa
(odTanbMockonum) BceM naumeHtam c MOA

24 [MpoBeaeHa KOHCy/bTaunsa Bpaya-rncuxmarpa nauneHTam C yCTaHOBAEHHbIM AnarHo3om MDA [a/Het
ANS OLEHKWM NCUXMATPUYECKOro ctaTyca npu HanM4mMm nokasaHuin

25 [MpoBeaeHa KOHCy/bTauus Bpayva-rncuxmaTpa MoBTOpHas naumeHTaM C YCTaHOBJIEHHbIM Oa/HeT
AnarHosoM [®A 1o nokasaHusM ANA  KOPPEKUMW  BbIABEHHbIX MCUXMATPUYECKUX
HapyLleHn n onpeaeneHns gasbHenLen TaKTUKN TedeHns

26 BbiMofIHEHO CBOEBpeMeHHOe Ha3HavyeHwe AueToTepanun nauMeHTaM C KOoHueHTpauuen OA Oa/HeT
B KpOBM =360MKMONb/N

27 BbiMONHEHblI pacyeTbl NUTaHWUs, UCxXoas W3 HopM  (dU3MONOrMyeckom noTpebHoCTn B Oa/HeT
OCHOBHbIX HYTpUeHTax

28 MpoBeaeH KOHTPOsb YpPOoBHSA DA KpOBM NpU MHULMALUK AneToTepannm [a/HeT

29 Ha3HaueH canponTepuH nauneHtam ¢ BH4-gedpununtHom MPA npn OTCYTCTBUM MEAULMHCKNX [a/Het
NpOTMBOMOKa3aHui

30 HasHaueH canponTtepuH nauueHTam ¢ OAlr-geduvuntHorm [PA, 4YyBCTBUTENBHOW K Oa/HeT
CcanponTepuHy Npu OTCYTCTBMM NMPOTUBOMOKA3aHMN

31 Ha3HayeHbl  gonamuHepruyeckve npenapaTtbl, MNpPedWecTBEHHUKN  CEPOTOHWMHA B [a/HeT
KOMMIEKCHOM fle4eHun naumenToB ¢ BH4 - pedununtHom ToA

32 MpoBeaeH MOHUTOPUHI ypoBHA DA BceM naumeHtam ¢ FPA Ha ¢oHe aueToTepanum B Oa/HeT
COOTBETCTBUM C 4aCTOTOM, NponucaHHomn B KP

33 MpoBeneH MOHUTOPUHT yYpoBHS ®A 6epemeHHbIM ¢ TPA Ha doHe aneToTepannmn He pexe 1 [Oa/HeT
pasa B 7 AHen B I TpumecTpe n He pexe 1 pasa B 2 Hegenu Bo II u III TpumecTpe

34 [MpoBeaeHa Koppekums gneToTepanum AN AOCTMXKEHUS LeneBbiX ypoBHen GA Ha/HeT

35 HasHaueHbl cneunanm3npoBaHHble NPoAYKTbl leyebHoro nuTaHnsa (aMMHOKUCAOTHbIE CMEecKU Oa/HeT
6e3 OA)

36 Ha3HaueHbl HU3ko6enkoBble NPOAYKTbI MUTaHUS [a/HeT
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kadeapsl neauatpuu U nerckor peemaroniorun OI'AOY «Ilepseiit MI'MY um. .M. CeuenoBay»
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neanuarpon Poccumn.

. bopoBuk Taresina OnyapmoBHa — mnpodeccop, A.M.H., 3aBeayrolias jJadoparopueil NUTaHus

3nopoBoro u OompHOTO pedenka DAY «Hayunblii METUIIMHCKMIA HCCIIEOBATEIBLCKUM IICHTP

310pOBbs AeTei» Munznpasa Poccun, unen Acconuanuy MEAUIMHCKUX reHeTUKoB (AMI)

. bymyeBa Tarbsina BnagumupoBHa —  11.M.H., BEIYIIMI HAyYHBIA COTPYIHUK JIaOOpaTOpuu
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. Bapuna 3ynedus UnecypoBHa — 3aBemyromas MI'K T'AV3 PecnyOnukanckas KiuHUYeCKas

6onpHuIla M3 pecryonuku TarapcraH, ujieH AcColMaluy MEAUITMHCKUX reHeTUKoB (AMI).

. BumneBa Enena AnexkcaHapoBHa — JI.M.H., 3amectutenb pykoBoaurtens HUW nepmarpum u

oxpanbl 310poBbs aereir [IKb PAH MunoOpHayku mo HaydHOH paboTe, JOUEHT Kadeapsl
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. Tonuxuna TarbsiHa AnekcaHJIpoBHA — K.M.H., Bpad-reHeTuK ['BY3 «HayuHo-uccienoBarenbckuit

uHCTUTYT - KpaeBas ximnHmueckas OonbHuiia Ne 1 umm.mpodeccopa C.B. Ouamosckoro» M3

Kpachonapckoro kpas, 4ieH Accoluaiuy MeIUIUHCKIX reHeTUKoB (AMI).
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Kynes Cepreit Banouu — wi.-kopp PAMH, npodeccop, a.m.H., nupexkrop ®TBHY «Menuko-
TeHETUYECKUN HayuyHbli 1ieHTp uM. akajgemuka H.I1.boukoBa», Ilpesunent Accouuanuu
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[TonsikoB Anexkcannp Brnagumuposuu — uwi.-kopp PAMH, npodeccop, a.mM.H., 3aBeayrouiui
naboparopun JIHK-nuarnoctuku OI'BHY  «"Menuko-reHeTHYeCKU HAay4yHbI LIEHTP UM.
akanemuka H.I1.boukoBay, uinen Accornuanuy MEAUIIMHCKUX TeHeTUKOB (AMI).

[TymkoB Aunekcanap AnekceeBMd — K.0.H., BeIyIIMH HAy4HBIM COTPYOHHMK Jiaboparopuu
MOJICKYJISIDHOM  TeHEeTUKH U KjeTtouyHod Ouonorun DIAY  «Hayusslii  MegunuHCKUN
WCCIENOBATENBLCKAN LEHTP 300pOBbsl Aeren» MunsnpaBa Poccun, yjieH Accouuamuu

MEIUIIMHCKUX TeHETUKOB (AMI).

Pennna Cernana AdaHacbeBHA — Bpay-TEHETUK OTJEla OpraHU3alMU MEAUIIMHCKOW MOMOIIH
OI'bHY «Menuko-reHeTHYECKN HaydHbIM LeHTp wuM. akagemuka H.Il.boukoBa», uyieH

Accolmanuy MeTUIUHCKUX TeHEeTUKOB (AMI).

PocnaBueBa Enena AnekcaHapoBHa — K.M.H., CTapIIMi Hay4yHBIM COTPYIHUK JIabOparopuu
MATaHUS 3M0poBOro U OonbHOTO pedenka DAY «HayuHblit MEAUITMHCKUN WCCIEA0BATEIbCKUN

LEHTP 300pOBbA nerei» Munzapasa Poccun.



25.

26.

217.

28.

29.

30.

31.

32.

CaBocthsiHoB  Kupunn BukropoBndy — k.0.H., HavyanbHuk LleHTpa ¢yHIaMEeHTaIbHBIX
uccienopanud B neauatpun DOI'AY  «HayuHblil MEIMIIMHCKHAN HWCCIIEIOBATEIILCKUM LIEHTP

310pOBba feTei» MunsnpaBa Poccun, wien Acconanuu MEIUIIMHCKUX reHeTUKOB (AMI).

CeuroBa ['ynbHapa HapumaHoBHa — K.M.H., IIaBHbBIM Bpau MeIUKO-T€HETUYECKOTO LEHTpa

(I'enernueckoit kimmaukn) HUM menunuuckoi reneruku, Tomckoro HUMIL PAH

CenumssinoBa Jlunus PoGeproBHa — K.M.H., Beayumuil HayuHblii corpynHuk HUW neauarpuu u
oxpanbl 310poBbsi Jererd [IKb PAH MunoOpnayku, noueHT kadeapbsl Neauarpur M JETCKON
peemarosiorun  ®I'AOY  «llepeiik MI'MY wum. HN.M. CeuenoBa» Mun3npaBa Poccun
(CeuenoBckuit YausepcuteT), uieH Coro3za [lennarpoB Poccun

CemenoBa Haranus AnekcaHapoBHa — K.M.H, CTaplIMii Hay4YHBIM COTPYAHUK HAy4YHO-
koHcysbTatuBHOro otaena @IBHY «Meauko-reHeTHUEeCKUI Hay4YHbId LEHTP MM. aKaJeMHUKa
H.IT.boukoBay, uneH Accoruanui MEIUIIMHCKIX TeHeTUKOB (AMI).

TriomenueBa Enena CtaHucinaBoBHA — JI.M.H., 3aBEyIOLIAs OTJEIOM OpPraHU3alUd MEAUIUHCKON
nomoun DI'BHY «Meauko-renetnuecknii HayuHblii HeHTp uM. akagemuka H.I1.boukoay,
TUPEKTOP AcCOLMAIIU MEIUITMHCKUX TeHeTHKOB (AMI).

®ducenko Auapeii [lerpoBuu — nmpodeccop, A.M.H., aupektop OI'AY «HMUL] 3m0poBbs netein»
MunsapaBa  Poccum, Ilpe3sugent IIpodeccuoHanbHOl  OOIIECTBEHHOW — OpraHU3AIMH
(accommanuu) neTckux Bpader «lHunMarMBa CHENUaNWCTOB MEAMATPUU M HEOHATOJOTUM B
Pa3BUTUU KIIMHUYECKHUX MPAKTUK» MO BOMPOCAM NeIUATPHUH.

®enoroBa Taresina BanepreBHa — k.M.H., 3aBenytomas MI'K BY3 BO BOKB Ne 1, unen
Acconmanuy MeTUIMHCKUX TeHEeTHKOB (AMI).

[IIecTtonanoBa Enena AHapeeBHAa — K.M.H., pyKOBOAUTEIb MOCKOBCKOIO LIEHTPA HEOHATaJIbHOIO
CKpUHHMHTA (MEIMKO-TEHETHYECKOe OTACICHUE) Tpu MOpPO30BCKOM JETCKOM TOPOICKOM

KIIMHUYECKOM OOIbHUIIE, WICH ACCOIMAIi MEIUIIMHCKUX TeHETUKOB (AMI).

[IpencraBuTenu OOIIECTBEHHBIX OPTaHU3AIIHI:

33.

34.

35.

36.

37.

38.

bana6anoa Enena HuxomaeBma — Ilpesmmenr AHO  «OOmecTBo  MalMeHTOB ¢
(denunkeTonypuei», . Mockaa

bamkuposa Ombra ApkaapeBHa — I[Ipencenarens Permonansnoit OOmectBeHHON OpraHuzanuu
Pecnyonuku Tarapcran "ConelicTBre O0JbHBIM (DeHUITKETOHYPHEH"

MapeuenkoBa Haranbst Uropesna — Ilpencenarens Kemeposckoit OO6mactHoit OO1iecTBEHHOM
OpraHu3alliy POAUTENIeH JeTel C TMarHo30M (PEHUIIKETOHYpHs

CeepmioBa Bukropuss AmnaronseBHa — Ilpencemarens HoBocubupckoit PermonanbHOM
OobmectBeHHoil OpraHu3alvd WHBAIUIAOB C (PEHWIKETOHYpUEeH W APYTMMH  PEAKUMHU
3a0oneBanusiMu "dopmyna xu3Hu"

CrnermoBa TartesiHa AJnekceeBHa — JIUPEKTOp PermoHampbHOW OOIECTBEHHON OpraHU3aIlud
TTOMOIITH JIFOIIM ¢ eHuIKeTonypueit mo CapatoBckoit odmactu "Bkyc xu3Hn"

XakumoBa Marnto6a A0ayBaxunosHa — [Ipeacenarens IlpaBnenus PernonanbHoi 0011ecTBEHHOM
OpraHu3alliy MOMOIIHU JIOASIM ¢ (PEHUIIKETOHYpPHUEH U APYTUMH peaxkuMu 3adoneBanusiMu "OKY
PB" mo Pecmybnuke bBamkoprocran, pykoBomutens HampasieHus OKY  Bcepoccuiickoro

obmrecTBa penkux (opdaHHbIx) 3a00IeBaHHIA



ABTOpBI TIOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOM MONACPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIH

HE00X0AMMO 00OHAPOI0BATh.



IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHX PeKOMEeHIAUH

Hacrosimue pexoMeHmanuu NpeIHa3HAuYeHbl ISl NMPUMEHEHUS MEIWLIHUHCKUMHU OpPraHU3alUsAMUA U
yUpexRACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX M MYHUIMNAIBHBIX OPraHoOB yIPABIICHUS
3[PaBOOXPAHEHUEM, CUCTEM 00s3aTEIIBHOTO M TOOPOBOJLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYTUMU
MEAMIMHCKAMU OPraHU3alUsIMHU  Pa3JIMYHBIX OPraHU3aLMOHHO-NIPABOBBIX (OPM JESATEINBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIIUHCKOWU MTOMOIUIH.

Hacrosiiiye pexoMeHJaluu yCTaHaBIMBAKOT BUJbl, 00ObEM M HHIUKATOPBl KayeCcTBa MEIULMHCKOM
MOMOIIM MalUeHTaM IpHU (HEHUIKETOHYPUH U ObuiM paccMmoTpeHsbl 23 oktadps 2019 roma B pamkax
AKCIIEPTHOrO coBeTa B MOCKBe.

Knuaudeckue pekoMeHAaIMu CO3/1aHbl HA OCHOBAHWU CUCTEMAaTHYECKOro o63opa auteparypsl 1990-
2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet
n OMIM, a takxe MexXAyHApOAHBIX KIMHHUYECKHX PEKOMEHAAUUW IO AUArHOCTUKE, JICUCHUIO U

BEJIEHUIO OOJILHBIX ¢ META0OIMYECKUMHU OOJIE3HSIMU.

bbui WMCTIONB30BaHBI MHTEPHET-JAAHHBIC, MPEACTABICHHBIE HAa MEXKIyHAPOTHBIX W HAIMOHATHHBIX
caiTax 0OIIeCTB penkux OoJe3Hel M OOIIEeCTBEHHBIX OpraHu3anuii. [TybnHa moucka cocraBisia 5
Jaer

OreHka KadyecTBa JOKA3aTEIbCTB M CUJIBI PEKOMEHJAIMN MPUMEHEHUS MEAUIIMHCKUX TEXHOJIOTHI

IPOBOJMIIACH B COOTBETCTBUH C YHU(PUIIMPOBAHHOM 1IKAJION, MpUBEACHHON B Tabnunax 1-3.

HeﬂeBaﬂ AYAUTOPUSA TAHHBIX KIAWHUYECKUX peKOMeHHﬂlHﬁ:

. Bpauu-reneruku;

. Bpauu o0mieli BpaueOHOM NMpaKkTUKK (CEeMEMHbIE Bpayun);
. Bpaun- nenmarpsr;

. Bpaun-tepaneBTsr;

. Bpaun-nuerosnoru;

. Bpaun-nesposnoruy;

. Bpaun-nicuxuarpsi;

0 3 N L AW N =

. MemunuHckue IICUXOJIOTH,

Ne

. Bpaun-akymeppl-ruHeKoory;

10. Bpaun-HeoHnarosioru;

11. Bpauu- 1abopaTopHOl T€HETUKH;

12. Bpauu KJIMHUYECKOM TaO0OpaTOPHON TUATHOCTUKH;
13. Ctynentsl Menuiuackux BY308B;

14. Oby4aromuecs B OpAUHATYPE.

Tabamuma 1. [llkana ouEHKHM ypOBHEM JOCTOBEpHOCTH JokazarenbcTB (YIJI) nns metonos

JUAarHOoCTHUKHU (I[I/IaI‘HOCTI/I‘{eCKI/IX BMCH_IaTeJ'IBCTB)

| yan | Pacwmdposka



1 CucremaTtuyeckme O630pb| nccneaoBaHnin ¢ KOHTpONEM pedJGDEHCHbIM MEeTOAOM WAW  CUCTEMaTUYECKUI 0630p
PaHAOMU3NPOBAHHbIX KIIMHUYECKNUX UCCNneaoBaHUN C MpUMEHEHMEM MeTa-aHan3a

2 OTaenbHble UCCNefoBaHNUA C KOHTPONEM pedepeHCHbIM METOLOM WKW OTAESbHble PaHAOMU3NPOBAHHbIE KMHUYECKME
WCCNefoBaHUs U cucTeMaTuyeckme o630pbl MccreaoBaHWii no6oro AmsaiiHa, 3a WCK/IHYEHUEM PaHAOMU3MPOBAHHbLIX
KTMHUYECKUX UCCNefoBaHWiA, C MPUMEHEHMEM MeTa-aHannsa

3 WccnenoBaHus 6e3 nocnefoBaTeNlbHOro KOHTPONs pedepeHCHbIM MeTOAOM WM UCCefoBaHus C pedepeHCHbIM
METOAOM, He SBAAWMMCS HE3aBWCUMMbIM OT WCCNefyeMOro MeToAa WM HepaHAOMM3UPOBaHHblE CpPaBHUTENbHblE
NccnefoBaHusl, B TOM YMC/e KOrOpPTHblE UCCNIef0BaHuUs

4 HecpaBHVITeJ'IbeIe nccneanoBaHud, onncaHne KIIMHMYeCKoro cny4yas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS UM MHEHME 3KCMepToB

Tadauma 2. Illkana oleHKM YpOBHEW JOCTOBEpPHOCTH JokazarenbcTB (YIJ) 11 MeTomoB
npoUIaKTUKH, JICYeHUS W peabunuranuu (MpodUIaKTHISCKHUX, JeUeOHBIX, pPeabMINTAlMOHHBIX

BMEIIIATENIbCTB)

yaa PacwumdcdpoBka

1 CucrtemaTtnyeckmit 063op PKWM ¢ npyumMeHeHneM meTa-aHanmsa

2 OtnenbHble PKU n cuctematnyeckmne 063o0pbl nccnenosaHnii nioboro amsanHa, 3a uckntoveHmeMm PKW, ¢ npumeHeHunem
MeTa-aHanusa

3 HepaHAOMU3MPOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE UCCIEA0BaAHUS

4 HecpaBHWTENbHbIE WCCNIEA0BaHWS, OMWCaHME KIWHWYECKOro cflyyasl MM CEpUM CIy4vyaeB, WUCCNEefOoBaHUSA «Ciydai-
KOHTPO/b>»

5 MMeeTcs nuwb 060CHOBaHWE MexaHu3Ma [AeNCTBUS BMellaTenbCcTBa (AOKAMHWYECKWE WCCNEeAOoBaHUA) UKW MHEHWe
3KCnepToB

Tabamuma 3. Illkana oueHku ypoBHeW yoOenuTenbHOocTH pekoMeHpanui (YYP) mis meronos
MpOoUIAKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

HeqC6HBIX, pea6I/IHI/ITaHI/IOHHI:~IX BMGHI&TGJII)CTB)

YYP Pacwundposka

A CunbHasa pekoMeHaaumsa (Bce paccMaTpuBaeMble KpUTepUn 3PHEeKTUBHOCTU (MCXOAbI) SBASKOTCS BaXHbIMKU, BCe
nccnefoBaHMs MMEKT BbICOKOE WM  YAOBNETBOPUTENIbHOE MEeTOAOJIOrMYecKoe KayecTBO, WX BbIBOAbI MO
WHTEpPECYOLWMM NCXoAaM SABASKOTCS COrfacoBaHHbIMK)

B YcnoBHasa pekoMeHaaums (He Bce paccMaTpuBaeMble KpuTepumn ahhekTUBHOCTU (MCXOAbl) SBASIOTCS BaXKHbIMU,
He BCe WCCNeaoBaHMs MMET BbICOKOE WM yAOBETBOPUTENIbHOE METOLOSIONMYECKOE KayecTBO W/WIU UX
BbIBOAbI MO MHTEPECYIOLMM UCX0AaM He ABMSOTCA COrflacoBaHHbIMK)

C Cnabas pekoMeHaaunsa (OTCYTCTBME AOKA3aTeNbCTB Haalexalero kayecrsa (Bce paccMaTpuBaeMble KpUtepum
apdekTUBHOCTM (MCXOAbl) SBNAKTCS HEBaXHbIMW, BCE WCCNeAOBaHUs WMEKT HWU3KO0e MeToAosiormyeckoe
KayeCcTBO W MX BbIBOAbI MO MHTEPECYIOLMM NCXOAAM HE SIBNISIKOTCS COrlacoBaHHbIMMI)

IHopsinox 00HOBIECHUS KIMHUYECKUX PEKOMEHIALUIA.

MexaHu3M OOHOBJICHUS KIMHUYCCKUX PEKOMEHIAIUMA TMpeaycMaTpUBaeT WX CHCTEMaTHYECKYHO
aKTyaJlM3alfio0 — HE peXe YeM OJWH pa3 B TPHU TOjAa, a TaKXKE MPHU TOSBICHHH HOBBIX JAaHHBIX C
MO3UIIMU  JIOKa3aTeIbHON MEIUIIMHBI 110 BOMPOCAM JUATHOCTHKH, JICUCHUs, NPODUIAKTUKA U
peaduIuTay KOHKPETHBIX 3a00JIeBaHUM, HAJTUIMH 00OCHOBAHHBIX JIOTIOTHEHUI/3aMeUaHN K paHee

yTtBep)kAEHHBIM KP, HO He wame | pa3a B 6 mecsues.



10.

11.

Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

Hpunoxenue A3.1 OCHOBHbIC HOPMATUBHO-IIPABOBbIC AKTbI

. @enepanbHblil 3akoH "OO OCHOBaxX OXpaHbl 310pOBbsl rpaxkaaH B Poccuiickoit @enepanun" (N

323-®3 ot 21.11.2011).

. [Tocranosnenue IlpaButensctBa PO ot 30 utons 1994 . N 890 "O rocynapcTBEeHHOM MOAJIEPKKE

Pa3BUTHA MGI[I/I].IHHCKOfI INPOMBINIJICHHOCTH MW YIYYIICHHUA oOecrieueHHsT HaceJIeHUsT M|
yqpexcz[eHHﬁ 3ApaBOOXpPaHCHUA JICKAPCTBCHHBIMHU CPCACTBAMU MW M3ACIUAMU MCIUIMHCKOIO

Ha3HaueHMs" (C U3MEHEHUSIMU U JOTIOJTHEHUSIMU )

. IIpuka3z Mumnsnpasconpassutus PP or 22.03.2006 N 185 "O maccoBoMm 00ciie0BaHUH

HOBOPOXJICHHBIX JETeH Ha HacJeACTBEHHbIE 3a0oneBaHusi (BMecte ¢ I[lomoxenuem 00
OpraHM3aIli{ TIPOBEICHUS MacCOBOTO OOCIICTOBaHUS HOBOPOXKICHHBIX JICTCH HA HACCACTBCHHBIC
3a0osieBanmsi, PexoMeHmanusMu 1O 3a00py 0Opa3lloB KpOBH TpU TPOBEJACHHUH MacCOBOTO

o0cren0BaHNs HOBOPOXK/ICHHBIX JIETEH Ha HACJIEACTBEHHbIE 3a001eBaHus)"

. [Topsimok okazaHusi MEIUITMHCKON TTOMOIIM OOJIBHBIM C BPOKJICHHBIMH | (WJTH) HACJICICTBEHHBIMU

3aboneBanusmu (ITpuka3z M3 PO or 15.11.2012 roga N 917#).

. [TocranoBnenue IlpaBurenscTtBa Ne 403 ot 26.04 2012r "O nopsiake Benenus denepanbHOro

peructpa JHil, CTPAJAIOIIUX YrpOXKAIOMMUMUA WU XPOHUYECKH HPOTPECCUPYIOIUMHU PEAKUMU
opaHHBEIMH 3a00JICBAaHUSMH, TPHBOIAIIUMH K COKPANICHUIO MPOJODKUTEIBPHOCTH JKU3HU
IpaKJlaH WM UX UHBAJIUIHOCTHU U €T0 PErHOHAIBLHOTO CerMeHTa'.

Crangapt cHenuagiu3MpOBAHHON MEIMUIIMHCKOW TMOMOIIM JETAM NpPU  KJIACCUYECKOMN
¢dennnkeronypun ([Ipukasz M3 PO ot 9.11.12 Ne737H).

. Kputrepun ouenku kadectBa Mmeauunackor nomoiu (IIpukaz M3 P® ot 10 mas 2017 . Ne 2031

«O0 YTBCPKACHUU KPUTCPUCB OLICHKN KAa9CCTBA MGHHHHHCKOfI HOMOIHI/I)».

. IIpuxa3z MunucrepcTBa 3apaBooxpaHeHus: Poccuiickoit @enepanuu ot 15 nexadps 2014 . N 834n

"OO yTBepXkACHUN YHUDHUITUPOBAHHBIX (OPM MEIUIIMHCKOW JTOKYMEHTAIIUH, HCIIONh3yEMbIX B
MEIUIUHCKUX OPTaHU3alMIX, OKa3bIBAIOIINX MEAUIIMHCKYIO MOMOIIb B aMOYJIATOPHBIX YCIOBUSIX,

Y MOPAJIKOB IO UX 3aMOJHEHUIO".

. [Ipuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit denepamnu ot 20 nmexabps 2012 r. N

11778 "OO6 yTBEepXIEHUU TOpSAKAa Jadyd HHPOPMHUPOBAHHOTO TOOPOBOJIBLHOTO COINIACHs Ha
MEIUIMHCKOE BMENIATEIbCTBO M OTKa3a OT MEAMIMHCKOIO BMEIIATeIbCTBA B OTHOIICHHUU
OTIPE/ICJICHHBIX BUJOB MEIUIIMHCKUX BMEIIATEILCTB, (POpM MHYOPMUPOBAHHOTO TOOPOBOIHLHOTO
coracus Ha MEAUIIMHCKOE BMEIIATENIbCTBO U (hOPM OTKa3a OT METUIIMHCKOTO BMEIIATEIbCTBA" .
[Ipuka3z MunucrepctBa 3npaBooxpanenusi Poccuiickoit ®@enepaunu ot 14 suBapsa 2019 r. N 4u
"OO yTBEpXKACHUM TMOpSAKA HA3HAYEHMs JIEKAPCTBEHHBIX IpEnaparoB, (OpM peLenTypHbIX
OaHKOB Ha JIEKAPCTBEHHBIE MpemnapaThl, Mopsiaka oGopmileHus yKa3aHHBIX OJIAHKOB, UX y4eTa U
xpaHeHus"

[Ipuka3 MunucrepctBa 31paBooxpanenus Poccuiickoit @enepanuu ot 16 mast 2019 . N 3021 "O6
yTBepxkeHnn Ilopsiaka mpoxoxkaeHus: HECOBEPIICHHOJIETHUMH AUCHAaHCEPHOTO HAONIONEHUs, B

TOM YMCJIC B IICPHUO O6yLIeHI/IH N BOCIIMTAaHUA B 06p3.30BaTeJ'IBHBIX OpraHr3anmax "



12. Pacnopspxenue [IpaButensctBa PO ot 31 nexabpst 2018 . Ne 3053-p "OO6 yTBepkIeHUU MepedHei
MEIUIMHCKUX HW3JEINM, UMIUIAHTUPYEMBIX B OPraHU3M YE€JIOBEKa MPHU OKa3aHWU MEIULMHCKOU
MOMOIIM B paMKax MPOrpaMMbl TOCYAAPCTBEHHBIX T'apaHTUN OECIJIaTHOTO OKa3aHUs rpaklaHaM
MEIUMUMHCKOW TOMOIIM M OTIYCKAa€MbIX IO pelenTtaM Ha MEIUIMHCKUE U3JeIusl Mpu
NpeIoCTaBIeHUU Ha0opa COlUaIbHBIX yCIyr"

13. IIpuka3z Munucrepcrsa 3apaBooxpaneHust PO ot 6 nrons 2013 ©. N 3541 "O nopsiake nmpoBeaeHust
MaTOJIOr0AHATOMUYECKUX BCKPBITHI" (3apeructpupoBan MuHuctepcTBoM toctuiiud Poccuiickoi
®denepanuu 16 nexadps 2013 1., perucrpanuonssiii N 30612).

Nudopmanns o iekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcCHOBHbIE HOPMATHBHO-NIPABOBbIC AaKThbl, peryJupyllIHe OKa3aHHe NAJJIMATHBHOI

MeIUIMHCKON MOMOIIHA

1. ®enepanbubiii 3akoH "O BHeceHuu u3MeHeHud B DenmepanbHblii 3ak0H "OO OCHOBax OXpaHBI
310poBbsi TpaxkaaH B Poccuiickoni @enepanuu’ 10 BOmpocaM OKa3aHUs MaJUIMaTUBHOU
MeauuuHckor momomu” ot 06.03.2019 Ne 18-D3.

2. [lpuka3z MunznpaBa Poccunm Ne 345n, Muntpyna Poccum ot 31.05.2019 Ne 372 «O6
YTBEP)KJCHUN TOJOXKEHUSI 00 OpraHu3aluy OKa3aHUs MNaJUIMaTUBHOW MEIWLMHCKON IOMOIIH,
BKJIIOYasl TOPSIIOK B3aWMOJAEUCTBUS MEAMIMHCKUX OpraHu3alui, OopraHu3aluidl COLUAIbHOTO
oOciny>KMBaHHS M OOIIECTBEHHBIX OOBEAMHEHHM, WHBIX HEKOMMEPYECKUX OpraHu3alluii,
OCYIIECTBIISIONINX CBOIO ICITEILHOCTh B c(pepe OXpaHbl 3T0POBHS.

3. IIpukaz MunzapaBa Poccum Ne 348u or 31 mas 2019 roma «OO0 yTBEepX IEHUU MEpEUHs
MEIUIMHCKUX HW3JIEIUH, NpelHa3HaYeHHBIX IS MOJJEP)KaHHUS OpPraHOB M CHUCTEM OpraHu3ma
YeJI0BEKa, MPEA0CTABISAEMbIX JJI HCIIOJIb30BaHUS HA IOMY».

4. [lpuka3z MunzapaBa Poccuum Ne 5051 ot 10 wumrons 2019 roma «O6 ytBepxkaenuu Ilopsaka
neperayd  OT MEIUUMHCKOM OpraHu3aludyd MalMeHTy (€ro 3aKOHHOMY MPEACTaBUTENIO)
MEIUIMHCKUX W3JEINM, MpeJHa3HAYeHHBIX A MoAaepkaHus (yHKUHUA OpPraHoB U CHCTEM
OpraHu3Ma YeJjOBeKa, /Uil MCMOJIb30BaHUs HA JOMY IMPU OKA3aHUM NAJUIMATUBHON MEIUIIMHCKOU
TTOMOLI.

5. lpukaz M3 PD Ne 831 ot 3 oxts6ps 2019 roga «O06 yTBep:KI€HUHM BEJOMCTBEHHOU LEIEBOM

nporpamMmabl «Pa3BuTHe cucTeMbl OKa3aHUs MalJIMaTUBHOM MGI[HHPIHCKOﬁ IIOMOIIIN» .

IIpoune HOpPMATHBHO-NPABOBbIE JOKYMEHTBI, C Y4€TOM KOTOPbIX Pa3padoTaHbl KIMHHYECKHUE

PeKOMEeHaIuu:

6. MexxnynapoaHas kinaccudukaius 6one3Heid, TpaBM M COCTOSHHM, BIHSIONINX Ha 310poBbe (MKbD
—10);

7. llpukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep>KIEHUU HOMEHKIIATYPhI JOIKHOCTEH
MEIULUHCKUX paOOTHUKOB U (hapMalleBTHUYECKIX PAOOTHUKOBY.

8. Ilpukaz M3 P® ot 23 wmtonsg 2010 r. No 541H. Enusblil kBanu(pUKaMOHHBIM CHPABOYHUK
JOJDKHOCTEM  PYKOBOJIMTENEH, CIENMATMCTOB M CIyXKamux, pasaen KsamumdukannoHHbIe

XapaKTePUCTUKU JTOIKHOCTEH paOOTHUKOB B c(pepe 3apaBoOXpaHEHUS.



9. ®enepanbubiii 3akoH oT 25.12.2018 No 489 489-d3 «O BHeceHuM u3MeHEHUW B crarbio 40
OenepanbHoro 3akoHa "OO 00s3aTeIbHOM MEAMIIMHCKOM —CTpaxoBaHuUM B  Poccuiickoit
Oenepanun" u denepanbubiii 3akoH "OO OCHOBaxX OXpaHbl 340pPOBBS Tpaxkaan B Poccuiickoit
@enepanuu’ Mo BONPOCAM KIMHUYECKUX PEKOMEH AU .

10. IIpukaz MunzapaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBepXkIeHUU MOpsAJIKA U CPOKOB
pa3paboOTKM KIMHMYECKUX PEKOMEHJALUN, UX MepecMOTpa, TUIOBOM (OpPMBI KIMHUYECKUX
pEeKOMEHJaMii M TpeOOBaHMM K WX CTPYKType, COCTaBy U Hay4HOW OOOCHOBAaHHOCTH,
BKJIFOUAEMOU B KIIMHUYECKHUE PEKOMEHIAIIMU NHHOPMALIUNY.

11. [Ipukaz MunzapaBa Poccun ot 13.10.2017 N 804n "OO yTBepkAEHHMM HOMEHKIIATYpPBI
MEIUIIUHCKUX yCIyT".

12. [Ipukaz MuHnucrepcTBa Tpyaa M couuanbHo 3ammTel PO ot 27 asrycra 2019 r. n 5851 "O
KJIaCCU(PUKAIMAX W KPUTEPUSAX, HCIOIb3YEeMbIX MPU OCYIIECTBIECHUH MEIUKO-COLUaIbHON
AKCIEPTU3bl TPaXkaaH (efepaJbHbBIMU T'OCYAApPCTBEHHBIMU YUPEKICHUSIMU MEIUKO-COLUATbHOU
AKCIIEPTU3BI";

13. IIpuka3z MuHucTEepCcTBa 3APABOOXPAHEHUS U COIMAIBLHOTO pa3BuTusi Poccuiickorn @enepanun «O
MOPSJIKE MPUMEHEHHUsI JIEKAPCTBEHHBIX CPEICTB y OOJBHBIX MO JKU3HEHHBIM IOKa3aHUSIM» OT 9
aBrycta 2005 . Ne 494

14. Uudopmanmonnoe mucbMo Mmun3ApaBa Poccuu 1Mo BO3MOXKHOCTH 3aKYIKH JIEKaPCTBEHHOTO

npenapara mo Topropomy HaumeHoBaHHUIO (https:/ www.rosminzdrav.ru/news/2019/12/18/13043-

minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-

15. Ilepeyens cnienMain3upOBAHHBIX MPOIYKTOB JICUEOHOTO MUTAHMS NI AeTei-uHBanuaoB Ha 2020

roa, Pacniopsokenue [IpaBurensctBa Poccuiickoit @enepannu ot 11 nexadpst 2019 rona Ne 2984-p

Hpunoxenue A3.2 IrtuonaroreHeruyeckas kiaccupurkanus ['OA

Kop Ha3BaHue depMeHT leH JNokanusauus

OMIM [MaTtonorum reHa

261600 'mnepdeHnnanaHemmns OATl- deHnnanaHMH4-rnapokcunnasa PAH 12922qg24.2
aeduruntHaa (OKY) (PAH)

261640 M'mnepdeHnnanaHmHemms BH4- 6-nupysounn- TeTparnapo- PTS 11g22.3g23.3
pedpuuntHag (tnn A) ntepuHcuHTasa (PTPS)

233910 M'mnepdeHnnanaHnHemms BH4- ryaHosunH-tpudocdar- GCHI 14q22.1g22.2
AedununtHasa (tun B) umknormaponasa (GTPCH)

261630 M'mnepdeHnnanaHmHemms BH4- ANTMAPO-NTEPUANH- peaykKTasa QDPR 4p15.31
aedununtHas (tun C) (DHPR)

264070 M'mnepdeHnnanaHnHemms BH4- nTepuH-4- PCBD 10g22
AeduuntHasa (tun D) anbakapbuHonammHgernapartasa

(PCD)

182125 OO®A-3aBucMmMas AUCTOHUS  BH4- cennanTepuH- peaykTasa (SPR) SPR 2p13.2
nedpuunTHas

617384 'mnepdeHnnanaHmHemms He-BH4- J-pomMeH-coaepxalnim 6enok 1 DNAJC12 10g21.3
AedununtHas (JDP1)

*http://www.ncbi.nlm.nih.gov/omim/?term=HPA Blau monorpadus


https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu

Hpunoxenue A3.3 IlnarHocruueckue noxkazarejau peHUJIaHAHUHA U ITEPUHOB
B KPOBH, MOYe M CIIMHHOMO3T0BOM KUIKOCTH

B || M | B | B | W | R | N | W0 | T | SR
AdGTPCH N N N N ! ! N-| ) N N
ArGTPCH 1 ! ! N ) ! ! ! N N
PTPS 1 1 ! N 1 ! ! ! N N
SR N N N N N 1 ! ! N N
PCD 1 1 N-| 1 N N N N N N
DHPR 1 N 1 N N 1 ! ! N-| l

* AdGTPCH - ayTOCOMHO HIOMHUHAHTHBIM Je(UINUT TyaHO3WH-TPHUGOC-PaT-IUKIOTHAPOIassl I
ArGTPCH — ayrocomHO penieccuBHBIN fepUIUT ryaHo3uH-Tpudocdar-uuknoruaponasst [, PTPS — 6-
MUPYBOWJITETpAaruAponTepuHcuaTa3a, SR — cenumantepunpeaykraza, PCD — mnrepun-4-anbda-
kapouHonamunaeruaparaza, DHPR — nmuruapontepunuupenykraza, Phe —denunananmn, Neo —
HeontepuH, Bio — OGuonrtepuH, Pri — nmpumantepun,SHIAA — S-ruIpoKCUMHIONIYKCyCHasi KHUCIIOTA,
HVA — romoBanununoBas kuciora, SMTHF — S-meturerparuapodonar, K — kpob, M — moua, CMx

—CIIMHOMO3T0BasA XUJIKOCTb.

IIpuioxkenune A3.4 AJITOPUTM MOJICKYJISPHO-TCEHETHYECCKON TMATHOCTHKH
nanueToB ¢ ' DA

Houck myraumii rena PAH

Kommenmapuui: Bune 3asucumocmu om ouacnocmuueckou Kouyeumpayuu DA, maubonee uacmoiu
(98%) npuuunoii écex I'PA senaromea mymayuu 6 eene PAH. Ilouck mymayui eena PAH aensemcs
MOJIEKYNIAPHO-2EHEMUYECKUM UCCTe008aHUeM, KOMOpoe Ccledyem HA3HAuams 6 Nnepeyio ouepeob.
Hcknrouenuem A61410MCs NAYUEHMbL C NPOBEOCHHBIM UCCLe008AHUEM NMEPUHO8 MOYU UTU KPOBU, NO

pe3vIbmamam Komopo2o MOACHO 0OHO3HAUHO 3ano0o3pums BH4-oedhuyumnyro I'DA.
1.ITouck wacteix myTtauuit reHa PAH

UccnenoBanue konupymoliei mnocneaoBareabHOCTH TeHa PAH (cexBenupoBanue o CeHrepy wid
MacCOBO€ MapaUIeIbHOE CEKBEHUPOBAHME C MOCIEAYIOIINM MOATBEPKIACHUEM PE3YJIbTaTOB METOAOM

cekBeHupoBanus mo CeHrepy)
2.Ilouck nenernuit u nyrukanuii rena PAH (meton MLPA)

Kommenmapuii: B cnyuae me obHapyscenusi oOHou unu obeux mymayuii eena PAH nocne noucka
yacmulx mMymayuil (a) nociedoeamenvHo HazHavaromces ucciedosanus (b), (c). Eciu 6 pezyriomame
nonHo2o ucciedosanus cena PAH obe mymayuu He Oviiu 0OHapydiceuvl, credyem npo8ooUmbs

uccieoo8ane 2eHo08 no ajeopummy’ Huasice.



Houck myraumii B resax P7TS, ODPR, GCHI1, PCBD1, SPR, DNAJCI12

Kovmmenmapuii: B cnyuae nanuuus pe3yibmamos OUOXUMUYECKUX UCCTe008aAHULL, NOOMBEEPHCOAIOUSUX
Hanuuue y nayueuma onpeoenennou gopmor BH4-0epuyummnoii I DA, mooxcno npucmynumo cpasy K
uccnedo8anulo coomeemcmeyrowe2o 2eHa. B npomuenom cryuae, pexomendyemcs npogooumv
uccnedosanue 2eno8 6 ykazanumou nociedosamenvrocmu. PTS, ODPR, GCHI, PCBDI, SPR,
DNAJCI2 (no wuacmome ecmpeuaemocmu). B ciayuae ucnonvzosanus memooom Maccogozo

napaiieilibHoco CeEK6EHUpPoearusl 603MOICHO uccineoosamue eblilenepeduUCcleHiblx ceH06 00H06p€M€HHO.

Ipuioxkenue A3.5 UndopmupoBanHoe coriacue 3aKOHHOIO NPeICTABUTEIA
pedenka ¢ 'DA 0 HeoOXOAUMOCTH JIeHeHHUS U COOJII0IeHUs TPeOOBAaHUM Bpaya

A,

(D.U.0. nonnocmoio)

SABJIAOCH 3aKOHHBIM ITPCACTABUTCIICM (MaTI), OTCl, YCBIHOBUTCIIb, OIICKYH, HOHC‘II/ITGJ'H)) pe6eHKa N

JMnaa, Ipu3HaHnHOI O HGI[GGCHOCO6HBIM

(D.U.0. pebenka unu HedeecnocobHO20 2paicOAHUHA — NOJIHOCIBIO, 200 POAHCOEHUSL)
OCBEIOMJIEH O HEOOXOIMMOCTH COOMIOIeHNs TPEOOBaHMIA Bpaya 1 JICUEHUSI.

MHue JaHbl IIOJIHBIC MW BCCCTOPOHHHC CBCACHHUA O XapaKTCpEC, CTCICHU TAKCCTU 3216OJIGB3HI/IH,
BO3MOXKHBIX OCJIOXKHCHHUAX, BKIIOYAA JAHHBIC O PE3yJIbTaTax O6CJ'ICI[OBaHI/IH, MMPOTrHO3€, BO3MOXKHBIX
BapuaHTaX MCAUIHUHCKOIO BMCHIATCIILCTBA (06CJ'ICI[OB21HI/ISI, J'Ie‘—ICHI/IH), U OXHAACMBIX PC3yJibTarax

IIPOBOAUMOTO JICUCHHA.

MHue nmoapoOHO B JOCTYITHOM JUTst MEHsI (popMe pa3bsCHEHBI BOBMOKHBIC MOCIEACTBUS HECOOIMIOICHUS
TpeOOBaHUN Bpaua M JieUeHHs] (YMCTBEHHAasi OTCTAJIOCTh, SMWJICNTUYECKHE MPUCTYINbl U ap.). Sl
OCO3HAI0, YTO HecoOMoIeHne TpeOOBaHUM Bpaya M JICUEHUS OTPULATENIbHO CKAXKETCS HAa COCTOSHUU

3I0pOBbsS pEOCHKA M Ta)KE MOXKET MPUBECTH K HEOIATOMPUSITHOMY HCXOY.

« » 20 r

(noonuco) (D.U.0. epadicoanuna unu e2o 3aKOHHO20 NPeOCMAaAsUmMers)

« » 20 r

(noonucy) (Lonocnocmo u @.1.0. meduyunckozo pabomHuka)



[Hpunoxenue A3.6 XumMu4eCKMH COCTAB M BO3PACT IPUMEHEHUA
CIEHUATU3UPOBAHHBIX MPOAYKTOB HA OCHOBE AMHUHOKUCJIOT 0e3 DA

(8 100 r cyxoro mpoaykra/100 mi1 roTOBOrO *)UAKOro npoaykra)* [16, 25, 27, 31, 53]

HanmeHoBaHWe npoaykTta Benok XKup, r Yrnesoabl, DHepreTnyeckas BospacTt
(aKBUBAnNEHT), I LEeHHOCTb, KKas NpUMeHeHUs

Adenunak 13" 13 25 52 485 0-12 mec

AdeHnnak 15" 15 23 51,7 474

AdeHnnak 20" 20 18 50,4 444 crapwe 1 roaa

AdeHnnak 40" 40 13,5 31 405

HyTpureH PREMIUM 14 23 50,4 471 0-12 mec

14-phe

HyTpureH, PREMIUM 20 18 50,4 444 ctapwe 1 roga

20-phe

HyTpureH, PREMIUM 40 13 31,4 403

40-phe

HyTpured PREMIUM 70 0 4,5 298 CTapwe 7 ner,

70-phe B3pocC/ble,
6epeMeHHble
YKEHLLMHBI

HyTpuren 30" 30 0 54,1 336 ctapwe 1 roaa

HyTpuren 70**** 70 0 6,9 308 cTapwe 7 ner,
B3poOC/ble,

. 6epeMeHHble

HyTpuren 75 75 0 1,3 305 XKEHLUWHBI

PKU AHamukc UHpaHT ™" 13,1 23 49,5 457 0-12 Mec

Mn-AM 17" 75 0 0 300 oT 1 Ao 4 ner.

M-AM 2°*** 75 0 0 300 c 4 po 12 net

M-AM 3"*** 75 0 0 300 ctapwe 13 net

XP Makcameing™™** 25 MeHee 0,5 51 309 ot 1 go 8 ner

XP Makcamym™** 39 MeHee 0,5 34 297 cTapwe 8 ner,
B3pocChble,
6epemMeHHble
YKEHLUMHBbI

PKU Nodnekc LQ 100 16 0 7 394 ctapwe 4 ner,

Juicy Berries B3pocCsble,

XKNAKUN 6epeMeHHble

62,5 10 0 4,4 246 XKEHLUWHBI

PKU Nutri 2, 27 14 42 402 cTapwe 1 roga

Energy

PKU Nutri 3 35,4 12,6 44 387 ctapwe 9 ner,

Energy B3pocC/ble,
6epemMeHHble
YKEHLLUMHBbI

PKU Nutri 60 0 10 280 cTapwe 1 roga

Concentrated

PKU Nutri 70 0 4,3 297 CcTapwe 9ner,

Concentrated B3poc/ble,
6epeMeHHble
YKEHLLMHBbI

COMIDA-PKU A cdopmyna + 11,8 27,4 52,6 506 0-12 mec




COMIDA-PKU B™*** 73 0,5 296 ctapuwe 1 roga

COMIDA-PKU B | 31,1 15 40,6 424

dopmyna

COMIDA-PKU C**** 75 0 0,4 302 cTapuwe 7 net

COMIDA-PKU C | 45 0 38,9 335

dopmyna

MD mMun OKY-0**** 13 23 59 495 0-12 mec

MD mun ®KY-1*"** 20 0 73 372 ctapuwe 1 roaa

MD mMun OKY-2**** 40 6,1 46,9 402

MD mMun OKYy-3**** 69,1 0 23 368 crapwe 1 roaa,

B3pocC/ible n

sskokk 6epeMeHHble

MD mMun ®KY MpeMnym 69,1 1,9 23 385 YKEHLLMHBI

MD mun ®KY MAXIT**** 75 0 14 356 ctapuwe 1 roga

* CIINCOK IMPOAYKTOB HPCACTABIICH B COOTBCTCTBUU C PaCHOp}I)KCHI/ICM IIPaBUTCIILCTBA Poccuiickoi

@®enepanuu ot 11 nexkabps 2019 . Ne 2984-p «O06 yTBep)IAEHUM NEPEUHS ClEHHUATU3UPOBAHHBIX

MPOAYKTOB JIeueOHOT0 MUTAHUS 715 AeTe-uHBanu10B Ha 2020 1.»

Ipunoxenue A3.7 CricOK HU3K00€JIKOBBIX M 0€30€eJ1KOBbIX
CHeNUATM3UPOBAHHBIX NPOAYKTOB, 3aPerHCTPUPOBAHHBIX HA TEPPUTOPUM
Poccuiickoit Denepaunu

(BepMuLenb, MaKapoHbl 1 Ap.)

Huskobenkosble Xxn1eb606ynoyHble
n3genus rotoeble (xneb w ap.)

Huskobenkosbie KOHANTEpCKne
nsgenuns (neyexoe, Badnau n Ap.)

Huskobenkosble nonydabpukaTtbl Ha
OCHOBe KpaxmasoB ans
NpUroTOBNEHMUS cynos, ntope,
OBOLLUHbIX KOTNET 1 Apyrux 6awoa.

HuskobenkoBble kpynbl ( caro, puc u
ap.)

Hn3k06enKoBbIN 3aMeHUTENb AU,

BesbenkoBbie  cyxue
MOJIOYHbIM BKYCOM

HaAMUTKn C

Bug npoAyKTOB HM3KO6EeTKOBbIX CpenHee Mpounssoautenu, Ybsl npoayKums Bo3pacT npuMeHeHus
cneunanm3npoBaHHbIX* KONINYeCcTBO 3aperncTpupoBaHa B Poccuunckon
6enka B 100 r denepaumn
roToBOro
npoayKTa
Myka Hu3kobenkoBasi A/t BbINEYKMU < 1r Crapwe 1 ropa,
xneba, onaauii, xnebobynouyHbIX w OreHY BKJItOYass MOAPOCTKOB,
KOHAUTEPCKNX u3genun (B Buae Bcepoccuinckunin Hay4HoO- B3pPOC/bIX,
nonydabpunkaToB) nccnenoBaTeNbCKUM UHCTUTYT 6epeMeHHbIX KEHLLWH
KpaxManonpoAyKTOB c OKY
MakMactep (Poccus)
MakapoOHHble nsgenus Balviten Monbwa
HM3KO6eKoBbIe B ACCOPTUMEHTE NonpoduH (HyTprumns)

3A0 WNdanpum (Poccusa)
Dr. Schar AG/SPA (Fepmanus, Utanus

CofepxxaHue deHunanaHnHa, OCHOBHbIX MULLEBLIX BELWECTB W 3HEPruu
NPOAYKTOB, UCMOJMIb3YEMbIX B MUTAHWUM MALMEHTOB C dheHunkeToHypueit (100 r npoaykTa)

HEKOTOPbLIX KpaXMasnocodep>Xalmnx HN3KO6ENKOBbIX




DA 6enkun XXUPpbI yrneBsoAbl KKan
Caro UcKyccTBeHHoe 40 0,8 0,2 86,5 360,0
MakapoHHble n3genns MmanobenkoBble 50 1,0 0,6 85,0 358,0
Kpaxman kaptodenbHbin 5,0 0,1 - 78,2 313
KpaxMman KyKypy3Hblit 50 1,0 0,6 83,5 343
Kpaxman nweHnYHbIN 20 0,4 0,1 86,8 367,0
Kpaxman aMUIOMNEKTUHOBbIN 50 1,0 0,6 85,2 329,0
Habyxatowunmn
Xneb 6e36enkoBbIN 35 0,7 2,5 58,9 276,0
Monydabpukat HuM3kobenkosbln AN 95 1,9 1,0 90,5 417,5
npuroToBneHns 61MHOB 1 onagui
[NOKO3Has nomMagka C (pPYyKTOBbIMU 30-100 0,6-2,0 0,1-1,0 71,0-73,0 300-310
nobaskamu

Hpunoxenue A3.8 Hopmsbl pusnosioruyeckoil nOTpedHOCTH B OCHOBHBIX
HYTPHEHTAX JIsl 30POBbIX JAeTell Pa3JIMYHbIX BO3PACTHBIX IPYNI U B3POCJIbIX

CpenHecyTouHbIE HOPMBI MTOTPEOHOCTEH B OCHOBHBIX MHINECBHIX BEIICCTBAX W DHEPTUM IS JCTEH

MEPBOTO T'0/1a )KU3HU (Ha KT Macchl Tena) [24].

BospacTt DHeprus, benok, Xunpsbl, Yrnesoabl, r/Kr
(mec.) KKan/ Kr r/kr r/kr

0-3 115 2,2 6,5 13

4-6 115 2,6 6,0 13

7-12 110 2,9 5,5 13

CpennecyTouHble HOPMBI (PU3HOJOTHMUYECKOM MOTPEOHOCTH B OCHOBHBIX IHIIEBBIX BEIIECTBAX M

SHEPruu NI JIeTel crapie roaa [24].

Bo3spact SHeprus, Kkan benok, r/paeHp* Xupbl, r/oeHb Yrnesogbl, r/AeHb
oT 1 ropga no 2 net 1200 36 (28) 40 174
OT 2 neT Ao 3 net 1400 42 (33) 47 203
oT 3 net ao 7 net 1800 54 (46) 60 261
ot 7 net go 11 net 2100 63 (54) 70 305
oT 11 net fo 14 neT ManbymKn 2500 75 (64) 83 363
ot 11 net fo 14 net AeBOYKM 2300 69 (59) 77 334
oT 14 net fo 18 neT oHOWM 2900 87 (74) 97 421
oT 14 net fo 18 neTt geByLWKMU 2500 76 (64) 83 363




[Ipumeyanne: * B ckoOkax yka3aHO OpPUEHTHPOBOYHOE mOTpeliieHne Oenka 3a  Cuér

CIIeUAIM3UPOBAHHOM cMecH 06e3 DA.

Hpunoxenue A3.9 MuHuMaIbHOE JOMYCTUMOE KOJINYeCTBO DA B NUTAHUU
nauueHToB ¢ ['PA B 3aBUCHMMOCTH OT BO3pacTa

Bo3spacTt geten Konnyectso ®A

Mr/Kr/cyTku* Mr/CyTKn**
ot 0 Ao 2 mecsueB 90-60 130-430
2-6 MecsiueB 55-45 135-400
6- 9 MecsueB 40-35 145-370
9 - 12 Mecsiues 135-330
1-3 35-25 200-320
3-7 25-20 200-1100
7 v cTaple 20-10
BepeMeHHble 1 KOpMSLLNE XeHLMNHbI**
TpumecTp 1 265-770
TpumecTp 2 400-1650
TpumecTp 3 700-2275
lMepuon naktauunu 700-2275

Ipumeuanue: *- [23]; ** - [4, 20].

Heoocmaiowee xonuuecmeo 06enka BOCHOMHAEMCS 34 Ccyem CHeyuaiu3upoBaAHHbIX J1edeOHbIX
npooykmos — cmecell amunoxkuciom 6e3 DA  u  HU3KOOEIKOBbIX NPOOYKMOS  NUMAHUAL
Amunokuciomusie cmecu paziudarmcs no cooepoicanuro oenxa (om 13 2 0o 77,5 e na 100 2 cyxoeo
npooykma) u Opyeux numameibHblX 6eujecme (yenesoovl, HCUPbl, BUMAMUHBL, MUKPO- U
makpoanemenmsl). Bce cmecu 6 ceoem cocmase ne cooepocam DPA. Amunoxuciommuvie cmecu c
cooepoicanuem 13—15 e benka 6 100 & cyxoti cmecu npednasHaweHwvl 0Jisi 0emell nep8o2o 200a HCUZHU.
Hemsam  cmapwe 1 200a, noOpocmkam, 63pOCibiM, BKIIOUAL DEPEMEHHbIX HCEHWUH, HA3HAYAOMCs
cmecu ¢ bonee evblcokum cooepoicanuem oenxa (Ilpunoscenue A3.3). Pacuem cymounoti 003bl

CReYUanIU3UpoB8aHHo20 npooyKma npouszeooumcs no goopmyne: (Ps-Pn) x 100,

P

20e Ps — cymounoe xonuuwecmeo 6enka, Pn — 6enox ecmecmeenuwvix npodykmos, P — 6enkosviii
okeueanenm 6 100 2 cyxoeo  cneyuanusupogannozo  npooykma. Ilpunyun — pacuema

2UNopeHUIaanuHo80l Ouemsl NOKA3aH HA npumepe pacyema numanus 3-xiemuemy peoenxy ¢ PAI-
3asucumoul I @A (OKY)



Ipunoxenue A3.10 [Ipumep pacuera nutanus pedeHky ¢ PAI'-3aBucumon
I'dPA

Ilayuenm 3 2o0a, macca mena 14,5 xe

1. Obwee cymounoe xonuvecmso denxa 8 payuone 601bHo20 (cm. maon.5): 54,02

2. Jlonycmumoe cymounoe konuwecmso @A (cm. maon.6):

25x 14,5 = 363 me

3. Jlonycmumoe konuwecmeo 6enka ecmecmeenHvlx npooykmos (12 benxa cooepocum 50 me DA):
363:50 =73 ¢

4. Konuuecmeo 6enka 3a cuem cneyuaiusupo8anHoco npooykma Ha ochoge cmecu L-amunoxuciom
ez DA:

54,0-73=46,72

5. Cymounoe xonuvecmeo amunokuciomuou cmecu (100 2 cooeporcum 20 2 6enka):
46,7 x 100:20 = 233 2

6. Pexomenoyemoe cymounoe Konuiecmao icupa 8 payuone (cm. maon.5): 60 a.

7. Pexomenoyemoe cymournoe konuuecmeo yene0006 (cm. maon.5): 261 e.

Hpuiaoxkenne A3.11 Cxema Tepanuu npu pasaundabix BH4-gedpuuurHbix
COCTOSIHUAX

Cxema tepanuu nipu paznudabix BH4-nepunutHeix coctosiHusax (c/6e3 runepdeHnnaiaHuHeMun) *

Canpntepun** Jlesogona+ 5-rngpokcun Owneta C ®onunesas
CpencTtBa [Kapbugona]** TpunTodaH HU3KUM OA Kncnorta**
Tepanuu (brnonoruyeckm
depMeHThI aKTMBHas

nobaBka)

GTPCH + + + - -
DRD/ayTOCOMHO-AOMUHAHTHbIN - + - - -
Tmn GTPCH
PTPS ymepeHHas dopma + - - - -
PTPS Tsxenas dopma + + + - -
DHPR - + + + +
SR - + + - -
PCBD + + + - -




[Ipumeuanue: *-tabauna cocrariena mo nanueM N.Blau 2014.

Hpunoxenue A3.12 TecT Ha YYBCTBUTEJIBLHOCTDh K CANIPONITEPUHY **

TectupoBaHue MOTEHIIMAIBHONW YYBCTBUTEIBHOCTH K CANpPONTEPUHY*™ U NanmpHEHINee JIeYeHUE UM
MIPOBOAMT M KOHTPOJIUPYET Bpad, KOTOPBIM OCylIecTBIsAET HabmoaeHue nanueHToB ¢ ['@A. s 6omnee
THIATEJILHOTO KOHTPOJISI TECT LeJaecoo0pa3HO MPOBOAUTH B CTAllMOHApE, BO3MOXHO JHEBHOTO
npeObIBaHus, MpPHU YIOBJIETBOPUTEIHHOW KOMIUIAEHTHOCTH TalueHta — amOynatopHo. Ilepen
MPOBE/ICHUEM TECTUPOBAHUA Yy pOAMUTENEH (3aKOHHBIX TNpEJCTaBUTENEH) peOeHKa, a Takke Yy
naueHToB crapiie 14 et 6epyT uHpopmMupoBanHoe cortacue (mpuiokenne A3.13) Ha mpoBeneHue
JAHHOM MpPOLIEyphl, TPOBOAUTCS MpeABapUTEIbHAs Oecena, B KOTOPOU pa3bsCHAIOTCS LEIU U 3aauu
TECTUPOBAHUS, POJIb POAMTENIEH M CAMOro MalMeHTa B OOECHEUEHWU W BBHIMOJIHEHUH YCIOBUN

OpOBEACHUA TCCTA.

BaxubiMu YCJI0BUAAMH TECTHUPOBAHUSA ABJIAIOTCHA

BEJICHHE MMUIIEBOr0 JHEBHHMKA U CTaOMIIbHAs TMNO(EHNIaTaHUHOBAs TUETa C LEJbI0 MCKIIOUYEHUs

ee BIMSHUS Ha KoseOaHus koHIeHTpauuu @A B KpoBY;

e HEOOXOIMMOCTb TECHOIO B3aUMOAECHCTBHS C BpadyoM Ul CBOEBPEMEHHOIO COOOIIEHUS O
HEXEJIaTeIbHBIX SBJICHUSAX, HHTEPKYPPEHTHBIX 3a00JICBAaHUSAX WM JAPYTUX COOBITHUSX, CIIOCOOHBIX
MOBJIMSTH HA PE3YJbTaT TECTUPOBAHUS;

e oOpa3ubl kpoBu Juist onpenenaeHuss A crnenyer coduparh HEMOCPEACTBEHHO IMEpEN BBEJICHUEM

canpornTepuHa**, a 3arem 2-5 mpoO B TeUCHHE MEPHOAA UCIBITAHUM B OIHO U TO K€ BpeMs JHS,

KeJIaTeIbHO HATOIIAK;

e HN3MCPCHUC DA B CyXux o6pa3uax KpOBH IIPOBOAWUTHL OJHHUM U TEM KC METOIOM.

TectupoBanue MoxeT ObITh TIpoBesieHO ¢ 1 roga ¢ mnenbio BeisiBUTE BH4 nedutnuthsie popmer ['OA,
YTO HE HCKJIIOYAET MOBTOPHOIO IPOBEJIEHHUs TecTa B 0oJjiee cTaplieM BO3pacTe AJI ONPEAEIICHUS

YYBCTBUTEJIBHOCTHU K canponTepuny** y 0onbnbix ¢ @ATI 3aBucumoit popmoii ['OA.

MOoXHO MCTIOIb30BaTh PA3IIMYHBIE CXEMbI TECTUPOBaHUS (KOPOTKHE cXeMbl - 24 yac, 48 yacos, 7 qHEl,
JUINTENBHBIE CXEeMBI — OT 28 nHel u Oosnee). JIUTenbHOCTh TECTUPOBAHMS M KPATHOCTD B3STUSL KPOBU
BO BpPEMs TECTUPOBAHMSI OINpPENEIAET Bpad, PyKOBOACTBYSCH IIPU 3TOM JAHHBIMU HCCJIEIOBAaHUMN II0

ONTUMAJILHOMY MPOBEICHHIO TecTa [28].

Jns nonyueHus HauOosiee HMHPOPMATHUBHOIO pe3ylbTara Lelecoo0pa3HO HCHOIb30BaTh IS
TECTUPOBAHHS MaKCHUMaJIbHYI0 J03UpoBKYy mpemaparta (20 mr/kr). CyTodHas j03a pacCUHUTHIBACTCS

WHIAWBUAYAJIbHO JJIA KaXXJA0I'0 Malfue€HTa B COOTBETCTBHUHU C HHCTPYKHHeﬁ.
«Kopomkue» CXemovl mecnmupoeaHus

OcHoBHBIM KpuTepueM 3G (HEeKTUBHOCTH Hpernapara Mpu KOPOTKOM TECTUPOBAHUU SIBISIETCSI CHHXKEHUE

xoHueHTpauuu @A kposu Ha 30% u Gonee.



IIposedenue mecma y oemeti cmapuie 1 200a, HOOPOCMKO8 U 83POCAbIX NAYUECHNO8.

[lepen npoBeaeHHEM TECTUPOBAHUS CTAOUIU3UPYIOT coaep:kanne DA B KpoBU MyTeM MOIIEPKAHUS
MOCTOSIHCTBA TMHUIIIEBOTO pallioHa B TeueHUe 4-5 AHEW 10 Hauaja TecTa U B MEPUOJl TECTUPOBAHUA.
TectupoBanue HaumHatoT Ha ¢GoHE cTaOMWIbHOTO YpoBHSI DA KpPOBH, NMPU ATOM PACCUUTHIBACTCS
CpelHee 3HaueHue JBYyX Nokazarenel DA, MONy4YEeHHBIX B pe3yJabTare JABYKPAaTHOTO B3SITUS KPOBU
nepen HadajmoMm TectupoBaHus. Llenecoobpaszno, urodsl cpennee 3HaueHue DA Obio He HUKE 450
MKMOJIB/1 (7,5 MI/mm), MOSTOMY «KOPOTKOE» TECTUPOBAHHME HEOOXOAMMO TPOBOJIUTH B TEPBYIO
oyepe/lb y MalUEHTOB C MOBBIIIEHHBIM conepxxkanueM PA B kpoBu. [Ipu HOpmManbHOM coaep:KaHUU
DA KpoBH, JMe€Ta MOXKET OBITh CJerka paciidpeHa (TOJIbKO MPU COIMIaCHH POAMUTENEH/3aKOHHBIX
MpEeICTaBUTENICH WM CaMOTO TAIMEHTa) 0 MOMyYeHHs] CTaOMIbHBIX 3HaueHuN DA KpoBU HE HUKE

450 mxmounb/n (7,5 mr/mn).

B nennp nepBoro npuema npenapara HaTolak OepyT aHalu3 KPOBH U3 Majiblla Ha (PeHUIAIaHUH, 3aTEM
peOCHOK TPUHMMAET PAacCUYMTAaHHYIO J03y Mpernapara BMECTE C 3aBTPakoM WM Cpasy Ke IOCIe
3aBTpaka. B teuenue 2-x (wim 7-Mu) JHEH yTPOM B OJHO U TO K€ BpeMs IOCIIE 3aBTpaka (WIu BMECTe

C e/10i) peOCHOK MPUHUMAET TMperapar, pa3BeICHHBIA B TETUIONW BOJE B COOTBETCTBUH C HHCTPYKITUEH.

[ToBrOopHOE B3ATHE KpOBM MNPOBOASAT Ha 3-i1 (Wnm 8-i) JAeHb CTporo Hartomak. Omeem Ha
YyeCmeumenbHOCMy K npenapanty OIEHUBAETCS MO CTENEHH CHIDKEHUs! KOHIeHTparuun @A B KpoBU
00JBHOTO TMPU COONIOAECHUU CTAOMIBHON TrUNoQeHUIATaHMHOBOM AueThl. [larueHT cuuTaercs
qyBCTBUTEJIBHBIM, €CITH pa3HUIla YpoBHSI DA, MOTyIEHHOTO IO OKOHYAHUU MTEPUO/Ia OIICHKU OTBETA Ha

JeyeHune, U ucxogHoro ypous PA nepen HayanoM mprema npenapara cocrasiuser 30% u Gonee.

[Ipu camwxenun ypoBHs DA Oomnee 85% BbICOKa BEPOSTHOCTH, UTO TUMNEpPEHUTIATAHUHEMHS Y

naruenTa o0ycaoBieHa HEJJOCTaTOYHOCThIO TeTparuapooduontepuna (BH4).
[IpumepHbIe CXeMbI TECTUPOBAHUS NMPUBEJCHBI B Ta0numax 1-2.

Ta6JII/IHa 1. I[BYXI[HCBHBJI CXCMa TCECTUPOBaHUA IJIA OHNPCACIICHUS YYBCTBUTCIBHOCTH K

CanponTepuHy ™.
lMpouenypsbi Mo tecra [Hn TectTupoBaHus
I II 1 2 3 4
KpoBb HaTowjak X X X X
Mpuem npenapata + +
OnpegeneHne orBeTa o *
pe3ynbtaraMm ®A KpoBu

*_ KpaTHOCTH B3ATHS KPOBH MOXET OBITh yBEIMYECHA J0 3-X pa3 B CYTKH IO pelIeHuIo Bpada. boiee
qacThli KOHTPOJIb DA 1MO3BOMISAET 3a(UKCUPOBATH MOMEHT MaKCUMAJIbHOTO CHIDKEHUSI KOHIICHTpAIUU

@A kpoBU Ha (OHE NpueMa canpornrepuHa™*.

Tabmuma 2. CemugHeBHass CXeMa TECTHPOBAHHMS IS OMPEICICHHUS YyBCTBHTEIBHOCTH K

canponTepumy**!.




lMpoueaypsbi /o Tecra LHu TectTupoBaHus

7-u AHEBHas cxema

I II 1 2 3 4 5 6 7 8 9
KpoBb HaTowjak X X X X
lpuem npenaparta + + + + + + +
OnpegeneHune X *
oTBeTta no
pesysbTaram QA
KpoBu

I_ kpaTHOCTB B3THSI KPOBH MOXET OBITh yBENHMUYEHA JI0 3-X pa3 B CYTKHM IO pelleHHIo Bpada. boree

YaCThIN KOHTPOJIb ®A mo3BoIICT 33(1)I/IKCI/IpOBaTB MOMCHT MAKCUMAJBbHOTO CHMXXCHHA KOHICHTPAIUN

DA kpoBu Ha GOHE MpreMa canmponTepuHa™™*.

[Tocme mpoBeneHWS TECTUPOBAHWUS U TOJYYCHHS TOJOKUTEIBHOTO pe3yjabTaTa HEOOXOIUMO
MTOATBEPIUTH €TO B XOJIC JTUTEIILHOTO HAOIIOICHHUS.

«lnuTeabHBII TeCT

OcHOBHBIM KpuTeprueM 3()(OEKTUBHOCTH <« JITUTCILHOTO» TECTUPOBAHUS SIBIISCTCS IOBBINICHUEC
TOJIEPAHTHOCTH K THUIICBOMY (QeHWIananuHy. [IpeumMyIinecTBOM TaKOoro TECTUPOBAHMS SIBIISCTCS
BO3MOXKHOCTB €T0 MpOBeACHMS Ha (oHE peepeHCHBIX 3HaueHnT DA KpOBH y ManueHTa (T.e. He BBIIIE
360 mxmomb/m). Ilpm 3TOM TpeOyeTcsl €XKEeIHEBHOE BEIACHWE IHINEBOTO JTHCBHWKA, THIATSIBHBIN

KOHTPOJb TUETHI, (PaKTUUIECKOTO MOTPEOIeHHS MAllMeHTOM HaTypajibHoro 6enka u DA.

Bo Bpemsi nnuTenbHOrO TecTa Ha PEaKIMIO C CAmpoNnTepuHOM™* 00pasibl KPOBU IJISl ONpEACTCHUs
KoHIeHTpanuid @A cieayer coOupaTh MO BO3MOXHOCTH €XKETHEBHO, €CITM TAKOH BO3MOXKHOCTH HET, TO

HC PCIKC OAHOTO pa3a B HCACIIIO.

MakcumanpHas TOJICPAaHTHOCTh K TuiieBoMy DA ompenenseTcs MyTeM IMOCTEIICHHOTO YBEIHYCHHS
notpednenus DA (pacmimpeHue IUETHI) MPU COXpaHEHWH Tokaszarerneil MDA B KpOBH MalMeHTa B
IIEJIEBOM JMarna3oHe. B cOOTBETCTBUU ¢ €BPONEUCKUMH PEKOMEHIAIMSAMU 110 TUATHOCTUKE U JICUCHUIO
['®A moBpIIIEHWE €CTECTBEHHOW TOJNEPAaHTHOCTH K Oenky >100% mo cpaBHEHHIO ¢ MCXOMHOM (110
HayaJla TSCTHPOBAHMS) MPU COXpaHEHWH KOHIeHTpanuu MDA KpoBH B Ipeaeiiax TEPareBTHYCCKOTO
Jrarna3oHa mocie 6 MecsleB IpueMa camponTepuHa**  sBiseTcs JI0Ka3aTeIbCTBOM

YYBCTBUTCJIBbHOCTHU ITAUMCHTA K JICHCHUIO JAHHBIM IIPCIIapaTOM.

B TedeHnue mpoOHOro JiedeHUs U MOCIEAYIONEH KOppeKIUU Tepanuu KoHueHTpauus GA B KpOBU He
JOJDKHA MpeBblIarh LeneBoro 3Hadenus 6 wmr/an (360 mxmounb/n). Ilpu komMOMHMpOBaAaHHOM
HCTOJIb30BaHUU runodeHuIIaJaHHHOBON JTAEThI u carponTepuHa™* KOHTPOJIb 3a
AHTPOIIOMETPUUECKUMU M OMOXMMHUYECKUMU TOKa3aTeIIMH HYTPUTHBHOTO CTaTyca JOJKHBI OBITH
CHUCTEMaTHYeCKUM BO M30exaHHe Pa3BUTHS Ie(UIIMTA OCHOBHBIX U MHUHOPHBIX IMUIIEBBIX BEUIECTB,

AJIMMCHTAPHO-3aBUCUMBIX COCTOSIHUH.

HpI/I HCO6XOI[I/IMOCTI/I AJIUTCIIbHAA MCAMKAMCHTO3HAs TCpalusd Yy OOJILHBIX Fq)A, OTBCHAIOIMX HA

JIEUEHUE CanponTepuHoM™™* cHukeHueM ypoBHs DA B KpOBH, MPOBOIUTCA B KOMOWMHALMU C JIUETOU



IIPpH UCIIOJIb30BAHNH aMHUHOKHUCIIOTHBIX CMGC@ﬁ, KOJIMYCCTBO KOTOPBIX OIIPECACIIACT Bpay.

[lanveHThI, TONMydYalOIIME CanponTEepUH** TPeOyIOT TIATENBHOIO KOHTPOJIS 3a COCTOSHUEM HX

HYTPUTUBHOIO CTATyCa U APYTUMU MMOKA3aTESIMU 3I0POBBS HE pexe 1 paza B 6 MecsLeB.
Tecmuposanue na 4y6cmeumenabHOCMb K CANPONMEPUHY ¥ 60 6pema DepemeHHoCmU.

Kenmunam ¢ 'DA HACTOATETHHO PEKOMEHAYETCS BBITIOJHUTH TECT 0 HACTYIUICHHS OEpEMEHHOCTH.
Bo3moxHOCTh mnpoBeneHus 48-4acoBOro TeCTa Ha YYBCTBUTEJIBHOCTh K CalmpoONTepUHY™ ™
paccmarpuBaeTcsl B ciydasix, korga OepemeHHas keHiinHa ¢ ['@A He moryT noctuub ypoBHs DA
<360 MKMOJB/T B KPOBH C TOMOINBIO THUIN()ECHWIATAHMHOBOW JHETHI. Takoil TOIXOA CUHUTACTCS
ONpPAaBJAHHBIM, TaK KaK PUCK TEPATOr€HHOCTHU BBICOKMX KOHLEHTPALMI B KPOBU MATE€pPH IPEBBIILIAET
PUCK HCIIONB30BaHUSl carpontepuHa®™* Bo BpeMs OepemeHHOCTH. Eciu TectupoBaHue ObLIO
MPOBEICHO paHee (B MOAPOCTKOBOM BO3pacTe, /10 OEpeMEHHOCTH M T.Ji.) U ObLI TMOJIyYeH
MOJIOKUTEIBHBIN OTBET, MO3BOJIAIONIUN PACIIUPUTh TUETY  KeHIIUHBI ¢ ' DA, npenapar Ha3Ha4aeTCs
el B Iepuoj MperpaBUIapHOM MOArOTOBKM (3a 2-3 mecsua a0 miaHupyemoro 3adarus). llocne
HACTyIUIeHHsT OEpEeMEHHOCTH IpUEM IMpernapara MpoAOHKAeTcsl 10 POAOB, C KOPPEKUHEeH H03blI
JIEKapCTBEHHOTO Tpemnapara [26, 54].

Meoukamenmosnaa mepanusa npu BH4-0epuyummnovix cocmoanuax c¢ I'PA aenaemcsa
namozeHemuyecKoll U HA3HAYAemcs nocie yCmaHo61eHuUA OUazHo3a 6 00A3amenbHoM nopaoKe 6es3
npoeedenus mecmupoeanun. HadanbHas no3a campontepuHa®™* y OONBHBIX C HEIOCTAaTOYHOCTHIO
BH4 cocraBnsier ot 2 10 5 MI/KT Macchl Tena mpu npueme 1 pa3 B aeHb. [Ipu HeobxomumocTu 103a
carmponTepuHa** MoxeT ObITh yBenuueHa a0 20 MI/Kr Macchl Tela B JACHb, ISl JOCTHKCHUS

ONTUMAJIBHOTO TepareBTU4YeCcKoro 3(pdexra BO3MOKEH preM npemnapara 2 -3 B JICHb.

IHpuioxkenue A3.13 UndgopmupoBaHHoe corjiacue Ha NMPOBeIeHne
TECTUPOBAHMS NPENapaToM CanponTepuH™*

A, (®N0O),

acropT No , BbIJIAH

npoun@opmMupoBan (-a) 0 Tom, yTo Tpemapar canpontepun** (CamponTepuna** TUTHAPOXIOPHUT)
SIBJISIETCS] CHHTETUYECKHUM aHaJIOrOM MPUPOJHOTO TETPAruaApoOnoNnTepruHa 1 SBISIETCS. CPEACTBOM IS
JedyeHus OOJIbHBIX C HACJIEJCTBEHHBIMU HapyUIEHUSIMH OOMEHa BEIIECTB (HYKHOE MOJYEPKHYTb) —
(EHUIKETOHYPUH, YYBCTBUTEIBHOM K JICUCHUIO CalponTepuHOM™*, u HapylieHuil oOmeHa
TEeTparuapoOuonTeprHa (aTUMU4YHAsE, KO(MaKTOpHAs, TEeTParuaApoOHOoNTepruH-3aBUcCUMas Qopma

(EeHUIIKETOHYPHH), KOTOPBIM cTpajaeT MOH pebeHOoK (®UO)

, L.p.

S wundopmupoBaH(-a) O TOM, YTO [UIsl TOATBEPXKIACHHUS UYBCTBUTEJIBHOCTH K JICUYCHHIO

CaHpOHTepI/IHOM**, H€O6XOI[I/IMO IMPOBCCTH TCCTHPOBAHUC, LCIIBIO KOTOPOTO SABJIACTCA IOATBCPANUTDH



CHW)XCHHE ypOBHA ()eHUJIATaHWHA B KPOBH Ha (JOHE MPUMEHEHUS camponTepuHa™™* B COOTBETCTBUU C

UMEIOIIMMUCS MEXIyHapoaHbIMU cTanAapTamu (30% u Oosee).

S wundpopmupoBaH(-a) O TOM, UYTO B CIOydae TOATBEPKICHUS YYBCTBHUTECIBHOCTH K TEpamuu
canponTepuHoM™*, naHHOe JieueHHe OyIdeT TMPeloCTaBICHO MOEMYy peOeHKY TOJbKO IMOCIe

MOJITBEPKICHUSI TOCYAapCTBEHHOTO (DMHAHCUPOBAHUS.

S undopmupoBaHn(-a) JeyanM BpadyoM O TOM, YTO B MPOLIeCCe MPUMEHEHHUS CalponTepuHa™** MoryT

Pa3BHUBATLHCA 1M0OOYHBIE 3(1)(i)eKTBI, HanOoJIee YaCTEIMU U3 KOTOPBIX SBJIAKOTCA:

. HesnauuTtenpHas ronoBHas 0016

. HacMmopk, 3a10:K€HHOCTh HOCA

. bous B ropiie

. Kamrens

. KenmymouHo-KUIIIEYHBIE PACCTPONUCTBA: IOHOC, PBOTA, OOJIN B JKUBOTE

. ['unogenunananuHeMust

. MoryT ObITh ipyrue modouHsie 3G HEKThI, 0 KOTOPHIX MOKa HE U3BECTHO.

A 006s13yrOCH 00€CTIeYNTh MOEMY PEOCHKY CTAOMIBHYIO TUETY M HE BHOCHTH B HEC HUKAKMX U3MEHCHHM

B ICpHOA MPOBECACHUA TCCTUPOBAHUA.

S 006s13y10Cch COOOIIATh JeUaeMy Bpady 000 Bcex MoOouHbIX A (deKTax, HeXKeIaTeIbHBIX SBICHUSIX U

M3MEHEHHUSX B COCTOSSHIHM MOETO peOCHKa, pa3BUBIIIMXCS BO BPeMs IPUMEHEHHS carponTeprHa™ ™,

A undopmupoBaH(-a) 0 TOM, YTO ST UMEIO MPABO OTKA3aThCs OT JICUCHUS MPETrapaToM B JIF0O0€ Bpemsi, O

4CM O6HBYIOCB YBCAOMUTD JICHAIICTO Bpada B TCUHCHHUH CYTOK.

51 undopmupoBaH(-a) 0 peKOMEHAYEMOM /103€ Tpernapara, CXeMe JICUCHUsT U 0KUAAEMbIX Pe3ylbTarax

Teparuu.

Most noanuch moJ JaHHBIM COITIACMEM O3HA4YaeT, YTO TEKCT JAHHOI'O COITIacus IPOYMTaH, B HEM BCE
HOHSITHO, HA BCE BOIMPOCHI 5 MOIY4YHII(-a) YAOBIETBOPUBILINE MEHSI OTBETHI, C MIPEJIOKEHHBIM TUIAHOM

JIeYeHUS cormmaceH(-a).

(dmcio, MecsIl, Tox)
3aKOHHBIN NpeAcTaBUTENb (MaTh/OTEL/APYToil POJICTBEHHUK )

(moamuch)

(®.1.0.)




Jlewanuii Bpau (moamucsk)

(®.11.0.)

JIITY:

Hpunoxenue A3.14 B3ssitue OMomarepuaJia 1js NPOBEACHUS JUATHOCTUKH B
NATHAX KPOBU

KpoBb cobupaeTcsi Ha CTaHAapTHYl  KapTouky-punbTp

( N° 903), «koTopass npuMeHsieTCa AN  CKPUHUHra \
HOBOPOXAEHHbIX B Poccuinckon deaepaumm nam aHanormyHyro
AN MOSIyYEeHUs1 CyxXOro NsiTHa KpoBW. KpoBb MOXeT 6biTb, Kak
KanunnapHasa (M3 nanbua, NATKM), TaKk U BeHO3Has. BeHo3Has
- [rm -

KpoBb CObupaeTcs B NpobupKy, akKypaTHO NepeMeLlnBaeTcs u s s
3aTeM 6bICTPO C MOMOLLbI MUMNETKU HAHOCUTCS Ha DUAbLTP MO + KArLMH RN NOAOCTLR NPONMTAT KRYREH € OBRATHOR CTopaMN
25-50 MK KpPOBM Ha KaxAayw BblaesieHHY o6nacTb. © Hi ERCEATHCR CEARTH, PRONHTRNHCR KRCRRR

Heo6xoaMMO XOpOLIO MNpONUTaTb BblAeNeHHYl0 06/acTb Ha

dunbTpe (puc. 1). NpeanoututenbHo cobupaTb 06pasubl nocne

enbl yepes 40 MUMHYT - 1 yac. BO3MOXHO Takxe OCyLLEeCTBUTb . . . . ‘
3abop KpoBM M HaToLLaK.

Ha kapTouke-dunbTpe o06s53aTeNbHO A0MXKHbI ObiTb  4YeTKO

ykasaHbl ®WO, keM W OTKyAa HanpaBieH MauueHT, AaTta
poxaeHus n TenedoH nevawlero spaya (pPMCyHoOK 2).

Obpasel cyxoro nsTHa KPOBW BKIAAbIBAETCA B YMUCTbIN PucyHok 1. O6paseu npaBWIbHOrO HaHeCeHMsi KpOBW Ha
KOHBepT, 60 B UnCTbIM dann. Kaptouka-guabTp HE AO0KHA KapTouKy-duUnbTp

conpukacaTbCs C TrpsSA3HOM MOBEPXHOCTbO M C obpasuamu

APYrMX MauMeHToB. HeobBXOoAMMO MpUIOXUTL K o0bpasuam '-"'"‘\‘ 'f"""\‘ ‘/'-'\‘ P W e
MH(OPMUPOBAHHbIE COracus MnauuMeHTa WAM ero 3aKOoHHbIX \ - HH H { i { }
npeacraBuTenei Ha nposeaeHve N1abopaTopHbIX UCCeNoBaHMI N’ N O N__P N__F N__J
- -
e o 200310 DODOGZHWO0T

Npasnimi npu 43 - 425 C°

u] 6 0010608

B0 MNauysenrs

fana posnexss Mara sxamas mpoas Moa
S0 D

NIy | Topea | Aage

-l piria

Teaegan Bpdd

Tect
[Jeatom [ noune [ Jrowe [Jmnct [ Jumesit [Jumesid

] Comeitomnsi cxpummmnr ityrausmm:

PucyHok 2. O6pasey kapTouku-bunbTpa

AJITOPUTM J1eificTBUII MeIMIIUHCKOTO MEePCOHAJIA PU B3SITUN 00Pa310B KPOBU

e BBIMBITH PYKH (TUTUEHUYECKUN YPOBEHbB), HA/IETh MEPYATKH;

e BBIMBITH PYKH MareHTa (MATKy peOeHKa B clydae, eclii KpOBb OepeTcs U3 MITKH);

e NIPOTEPETh O0OJACTh NPOKAJIBIBAHUS CTEPWIBbHOM candeTkoi, cMoueHHON 70% chuprom,
IMPOMOKHYTh CyXOM CTEpUJIbHOM candeTkoil; - NPOKOJOTh CTEPUIIBHBIM  OJHOPA30BbIM
cKapupuKaToOpoOM;

e CHATH NEPBYIO KAIUIIO KPOBU CTEPUIBHBIM CYXUM TaMIIOHOM;

e MATKO HAJABUTh JUJIS ITOJTYUYEHHUsI BTOPOM KaIljld KPOBH;

e TIPWIOKHUTH NMEPIEHAUKYISIPHO TECT-0aHK K Karie KPOBU U MPOMUTATh €r0 KPOBbIO HACKBO3b;



e AQHAJOTHUYHBIM O0pa30M HAaHECTH Ha TeCT-OMaHK 6-8 Kamenb, BUJ TATEH KPOBU JIODKEH OBITh
OJIMHAKOBBIM C 00EUX CTOPOH.

e BBICYLIUTH T€CT-O0JIaHK B TOPU3OHTAIILHOM TMOJIOKEHUH HA YUCTON 00€3:KUPEHHOMN MOBEPXHOCTU HE
MeHee 4 4 6e3 TPUMEHEHHS TeTIOBO 00paOOTKHY U TIOMAaIaHus MPSMBIX COIHEUHBIX JIy4eH;

e YIAKOBaTh TECT-ONAaHKM B YHCTBI KOHBEPT TakuUM oOpa3oM, dYTOObI IISAITHA KPOBH HE

COTIPUKACAIIUCH.
Ocol0ennocTu npu HH(QY3UOHHOM Tepanun

HexoTtopbie manueHTsl MOTYT MOAy4aTh HWHPY3UOHHYIO TEpaIuio, MepeinBaHue KOMIOHEHTOB KPOBH,
YTO MOXET OKa3aTh BIWSHHE Ha PE3yJabTaThl TeCTOB. Hampummep, mpu mepenuBaHUM TUTa3Mbl KPOBU
MOTYT OBITh TOJIYYCHBI JIOKHOOTPHUIIATENbHBIE pe3yibTaThl. PEeKOMEHAYyeTCs OCYyIIeCTBUTH 3a00p
KpoBU i1 aHanuza MmeradonmutoB u JIHK-muarnoctuku He 9 panee dem uepe3 6-7 mHeW mocie

MepeIuBaHus TUIa3Mbl KpOBU U yepe3 7-10 nHel nocie nepeanBaHus KOMIIOHEHTOB KPOBU
He nonyckaercs 3a00p kpoBu

e Cpazy MocJje MPOBEACHUS MAMEHTY NH(PY3UOHHOU TEparuy;

e Cpasy IIOCJIE 3aMEHOT0 MepeIuBaHus KPOBHU.
XpaHeHHe M TPAHCIIOPTHUPOBKA OUoMaTepuaJia

OGpa3iibl BHICYIICHHBIX TISTEH KPOBH MOKHO XPaHHTh B OOBIYHOM Kamepe xonomumbHuka mpu +4°C 1o

otrnpaBku. CpOK XpaHEHHs O MOMEHTA OTIIPABKU HE JOJDKEH MPEBBIIATH 7 THEH.
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IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Yrto Takoe GpeHWIKETOHYpUS?

Oenmnkeronypus (OPKY) — 310 HaciencTBeHHoe 3a0osieBaHHe, XapaKTepusylolleecss HapylIeHHeM
meTtabonusMa (Qenmwranannna (DA, He3aMeHHMMas aMHUHOKHUCIIOTA, KOTOpas HE CHHTE3UpPYeTCs B
OpraHu3Me, NOCTYNAET C MUIIEH — MPOAYKTaAMU KUBOTHOTO IIPOUCXOKIAEHHUS, B TOM YUCJIIE C TPYAHBIM
MOJIOKOM H JETCKMMH MoJouHbiMH cmecsimu). OKY — nenmas rpynmna 3a0ofieBaHUN pa3Iu4yHON
Tsokectn. B Poccum mpumMepro 1 Ha 7-8 ThICSY HOBOPOXKACHHBIX JIeTel, a Bcero Oonee 200 mereit B

rog, poxaacTcs C 9TUM 3a00JIeBaHUEM.

[Ipu OTCYTCTBUM CBOEBPEMEHHOH AMAarHOCTUKM M JieueHUs 3a00JjieBaHHE MPOSIBISETCS OOBIYHO B
BO3pacTe 2—6 MecAleB )KU3HU MPU3HAKAMHU MTOPAKEHUSI LEHTPAJIbHONW HEPBHOM CHCTEMBI: POAUTENIEH
OECHOKOAT BAJIOCTh peOEHKAa, OTCYTCTBUE MHTEpEca K OKpYKAIOIIEMY, HHOIAA IOBBIIICHHAs
pa3ApakUTEIbHOCTb, OECIIOKONCTBO, CPBITMBAHMS, HAPYILIEHUE MBIIIEYHOTO TOHYycCa (Yalle MbIIIEYHas
TMIIOTOHMS), NPU3HAKK aTONUYECKOrO JEpPMATHTa, 3aJepKKa IICUXOMOTOPHOIO pa3BUTHUS, HHOINA
cynoporu. C BO3pacToM AETH UMEIOT TSHKENIOE NMOPaKEHWE HEPBHOW CUCTEMBI BILJIOTH JO YMCTBEHHOMU
oTcTajocTu U anwmiencuu. IIpy cBoeBpeMEHHO Ha3HAYEHHOM NaTOT€HETHMUYECKOM JICUEHUU KaJIOObI

UMEIOT OoJiee JIETKUH XapaKkTep WU OTCYTCTBYIOT.
Kak Bpaun 00HapyKMBaIOT, YTO Pe0EHOK 00JIeH?

C uenpto paHHEW MJMATHOCTUKM H NPOQUIAKTUKA PA3BUTHS YKa3aHHBIX CHMIITOMOB BCEM

HOBOPOXKJICHHBIM ITPOBOJIUTCSI HEOHATAJIbHBIN CKPUHUHT B POAMILHOM JIOMe Ha 3-7 JICHb KHU3HHU.
Pe3ynwrarel qanHOTO 00CIEI0BAHUS COOOIIAIOTCS POAUTEIISIM TI0 Tele(oHy.

Ponurenn oOsi3aHbl BHUMATEIbHO OTHECTHUCH K IMOJYYEHHOW W3 LEHTPAa HEOHATaJbHOTO CKPUHHUHIA
nH(pOpMaLK U HEMEJICHHO SIBUTHCSI Ha MPUEM K Bpady W/WIIM CBSI3aThCSA C HUM 1O TeledoHy, daxe
ecnu 'y peOeHKa OTCYTCTBYIOT KIMHHUYECKHE CHMMTOMBI. PelieHne O Ha3HAYeHUM U XapakTepe

JUETOTEPANNH IPUHUMAET Bpad.
Kakue npo6JieMmbl BbI3bIBaeT (PeHUIKETOHYPHS ?

[luma, KOTOpYHO MBI €IUM, CONEPKHUT O€IKH, COCTOAIME W3 OTAEJIbHBIX AMHHOKHUCIOT. Ilpu
(EeHUIKETOHYPUM OJIHA U3 ATHUX aMUHOKHUCIIOT, KOTOpas Ha3blBaeTcs (DeHUSIaJaHUH, HE yCBaUBAETCS
OopraHu3MoM O0ObIYHBIM 00pa3om. M3-3a storo DA HakammmBaeTcs B KpoBH pebeHka. bes neuenus 31o
IIPUBOJMT HApYILIECHUIO pa3BUTUA Mo3ra. Ho 310 MOKHO IipenyInpeauTs, €CIM YMEHBIIUTD KOJMYECTBO

Oenka B nuie. Takum oOpa3om, Bail pebeHOK HyX1aeTcsl B ClieliMaIbHON HU3KOOEIKOBOM JTueTe.

Jlueta, c OMHOW CTOpPOHBI, JOHKHA coaepkath Mamo DA, HO, C JApyroil CTOPOHBI, OBITH
cOamaHCcUpoBaHHOU [Is1 oOecrieueHus: pocTa W pa3BUTHUS Majbllia. Bamr Bpad-reHeTHK MOMOMKET

Jy4lIe MOHATh CUTYyaIHI0, 4TOObI OHA ObliIa sicHa Bam monHocThIO.

Yrto nenarb poaurenasim?



3a UCKITIOYEHHEM JHMEThI, OTHOCUTECH K pEOCHKY KaK K 3710pDOBOMY, HE cTapaiTech U30bITOUHO OIEKaTh

€ro.

I[I/IeTa noHavyaly KaxXeTCs CJ'IO)KHOﬁ, HO BPaYMU-TCHCTHUKHU W JHUCTOJIOTH OKaXyT Bam MaKCHUMAJIbHYTIO

HOZJIEP>KKY U MIOMOIIb, Bcerna, Koraa Bel Oyaere B Hell HyKI1aThCs.
Byaer 11 pe6eHOK HOPMAJIBHO PAaCTH M PAa3BUBATHCH?

s Bcex nerert ¢ OKY, koTopble CBOEBPEMEHHO Hadaliv JieueHue, orBeT oauH — J{A! Ecnu neduenue

Bamrero pebenka npoBouTCsl IOCTOSIHHO, peOSHOK pacTeT U pa3BUBAETCS HOPMAJIBHO.

Ho, ecnin koHTponb 3a COOMIOACHHEM JUETHl HEAOCTATOYHBIM, 3TO MOXET BBI3BATh MPOOJIEMBI
oOyueHus: 1 noBeieHus peOeHka. PeOeHOK HE CMOXKET TOOUTHCS TEX YCIIEXOB, KOTOPBIX OH Obl JOCTUT

TIPH TIIATEIIBHOM COOJTFOICHUH TUETHI.
IT0 MOKU3HEHHAA quera?

B Hacrosimee Bpemsi cuumTaercs, 4TO HambOosee ONaronpusiTHO MOXXH3HEHHOE COOIOICHUE TUETHI.
Kectkoe cobmtonenre auerbl HeoOXoauMo Yy >keHIIMH ¢ OKY HenmocpeacTBEHHO Mepeq U BO Bpems
OEpEMEHHOCTH JIsi IPEeIyNpeKIeHUsl pa3BUTUS NOPOKOB Ioja. Jluerorepamnusi, OCHOBaHHAas Ha
peskom orpannyeHun DA B pampoHe OONBHBIX JETEH 3a CYET HCKIIOYEHHUS BBICOKOOETKOBBIX
MPOAYKTOB, JO/HKHA OBITh HadaTa HE MO3JHEE MEPBBIX HENEb )KM3HU peOeHKa C IENbI0 JOCTIKEHUS
MaKCUMalbHOU 3 ekTHBHOCTH JeueHus. HemocTaromiee KoaM4ecTBO OelKa BOCIOJHSACTCS 3a CUET

CHEeUATN3UPOBAHHBIX JIEYEOHBIX MPOTYKTOB, YACTUYHO WM MOJTHOCTHIO JHIIeHHBIX DA [23].

Ha3naueHue mnaToreHeTUYeCKOM JUEeTOTEepanuu C MEpPBbIX JHEW JKU3HU pPEOEHKa OIpeaesnser

OJaronpusITHBIA MIPOTHO3 TEUEHUS (DEHUIIKETOHYPHUH.
OcHoBHbIe NpuHIMIIBI AUeThI Tpu PKY.

OObIuyHOE MUTaHUE, PACCUMTAHHOE Ha 3I0POBOT0 peOEHKA, CONEPKUT ropasao Oounblile (heHuIaIaHuHa,
4eM MOXeET yCBOUTh pe0éHok ¢ DKY. Takum oOpazoM, JiedeHrE COCTOUT B JUETE, COMEPIKAIIEH POBHO

CTOJIBKO (peHMITIaTTaHNHA, CKOJIBKO HEOOXOIMMO /IJIsi POCTa U Pa3BUTHs peOEHKa.

Msico, pbiba, chIp, siilla, OpEXH, MOJOKO, COs OoraTbl OEIKOM H, TakKMM 00pa3oM, HE MOTYT
WCIIONb30BaThCs B aueTe. [[pyrue mpomayKThl, COACpIKaIe MEHbBIIEE KOJIMYSCTBO O€lIKa, TaKWe Kak
KapTodens U 37aKd, JAIOTCS B TAKOM KOJIHYECTBE, YTOOBI YPOBEHb (PeHUITAIAHUHA, KOTOPBIN JTOKECH
PEryIsIPHO MPOBEPATHCS, OCTABAJICS B O€30MaCHBIX Ipenenax. [IpueM 3TUX MpOayKTOB JOJKEH OBITH
PaBHOMEPHO pacIpe/iesicH B TeUCHHUE AHS. Pa3peneHHoe KoJn4ecTBO KaXKI0T0 MPOAYKTa CO BpEMEHEM

MOYKET MEHSTHCSA JJaXKe Y OJHOTO peOEHKa.

BonpmmHacTBO PYKTOB, TOUTH BCE OBOIIHU, B TOM YHUCJIE JUCTOBBIC, Caxap, BAPEHbS, CUPOIIBI U KUPBI,
Taku€ KaK CJIMBOYHOE Maciio, CBHHOE CaJl0, PACTUTEIBHOE MAacjio, MOIYT HCHOJIb30BaThCs
OTHOCHUTEIIFHO CBOOOIHO. Kpome Toro, CymecTByIOT CHEIHATbHO pa3paboTaHHBIC W TPOU3BOAUMbBIC
POMBIIIIJIEHHBIM 00pa3oM MpoayKThl nutanus mis aereit ¢ ®KY, coxepxkamue mano 6enka. K Hum

OTHOCATCS CIIEUANBHBIN XJ1€0, MakapOHHbIE H3JENUs, NMeYeHbe W Badiu, PUC, MOJOKO U ApPYyTHE



U3JIENHsI, KOTOPhIE MOXXHO HCIIOJIB30BaTh JOCTATOYHO CBOOOAHO JUIsl TOTO, YTOOBI pa3zHOOOpa3uTh
NMUTAaHUE MaJbla. Bel MOXKETE TOTOBUTH WX OOBIYHBIM CIIOCOOOM (3KapuTh, BapUTh, MEYb U T.I.),

N00aBIsisl TPaBbl U CIICLIUU 10 BKYCY.

BricokoOenKkoBble MPOIYKTHI, TaKUe Kak MsCO, pbida, ChIp, filla, KOTOpblE HE MOXKET ecTh Bam
peOCHOK, 3aMEHSIIOTCS CHELHAJIbHOW aMHUHOKUCIOTHOM CMEChlo, B KOTOpPOM OTCYTCTBYET
deHunananuH. JTU 3aMEHUTENH Oenka YMOTpeOIsioTCs B BHJAE HANWTKOB WJIM TacT, a y Oolee
CTapmiux JAeTe MOryT ObITb B Qopme TabIeTOoK. DTH CMECH BBLIAIOTCS MO pEIEenTy Bpavya U
oOecrnieunBaroT pedeHKa «Oe30MacHbIM» OEJIKOM JIJIsl €r0 PocTa U pa3BUTHA. Bpau-reHeTHK moapoOHO

PaCCKaXXET BaM, KaK IIpaBHUJIbHO TOTOBHUTH U IPUHHUMATb TaKYIO CMCChb.

3aMmeHuTenn Oejika — KpaﬁHe BaKHas 49aCTb JUCTHI IIPU OKY. Oun HAAar0TCA B HCCKOJIBKO ITPUCMOB B

TEUEeHHE JHS. DTO MOMOTAET yAepKaTh YPOBEHb (PeHUTAIaHNHA KPOBU B 0€30MACHBIX I'PaHUIIAX.

B JUCTC pe6éHKa TAKXKC Ba’>XHbl MUHCPAJILI U BUTAMHWHEIL. Ecau onn YK€ HC BKIIFOYCHBI B 3aMCHUTCIIb
6GJ'IK3, Bam Bpa4 HaA3Ha4YUT H606XOI[I/IMBIG KOJIMYECTBA OTHX BCHICCTB B BHAC AOINOJIHUTCIBHBIX

no0aBok Kk nuie. JlaBaiite peOeHKy TOJIBKO Te Mpernaparbl, KOTOpble Ha3HAYUT Bpay!
IIpu kakux popmax @KY Bo3MokHA MeTUKAMEHTO3HAasI Tepanus?

Hns  wexotopeix  (opm  DKY  paspaborana MeaukameHTO3Hass Tepamus. IOPEKTUBHOCTH

JIEKapCTBEHHOTO Tpemnapara OnpeesieTCsl C TOMOIIBIO TECTUPOBAHMUS.

TectupoBanue MPOBOAWT, KOHTPOJIHPYET M OICHUBACT Bpay, KOTOPHIA OCYIIECTBISET JICUCHHE U
Habmonenue nanueHtoB ¢ ®KVY. Jlns Oonee TmaTenbHOTO KOHTPOJS TECT 1EIeCO00pa3HO MPOBOAUTD
B CTalioHape, BO3MOXXHO JHEBHOTO TPEObIBaHUS, MPH CTPOTOM COONIONEHUH TalMEeHTOM

pEKOMEeHIalluii Bpaya Mo MPOBEACHUIO TECTa — aMOyJIaTOPHO.

[lepen mpoBeneHHEM TECTUPOBAHUS OYEHH BAXKHO CTAOUIM3MPOBATh COACpKaHWEe (peHMIaTaHWHA B
KpPOBU ITyTEM COOJIOICHUSI HEU3MEHHOTO MUILEBOTO pallMOHA B T€UeHUeE 4-5 THEN 10 Hayaia TecTa U B
MEePHUOJ] TECTUPOBAHUS ISl UCKIIIOUEHUS BIMSIHUS JAUETHl Ha KojeOaHusi KoHUueHTpauuu @A B KpOBHU.
[Tocne momy4yeHus: MOJOKUTENHHOTO PE3yIbTaTa TECTUPOBAHUS HEOOXOAUMO TOATBEPIUTH €r0 B XOE

Oounee JIUTCIBHOI'O Ha6J'IIO,ZIeHI/ISI.

[ToBbimienne tonepanTHOCTH K numieBomy DA Ha (oHe mpuema cuHTeTHYeCKHX aHaimoroB BH4
SBJISIETCS TTOKa3aHUEM ISl PACIIMPEHUS JUETHI, IIPU 3TOM KOHILIeHTpauss @A He J0KHA MPEBBIIATh
6 mr/man. [lpu koMOMHUPOBAHHOM HCIIOIB30BAaHUM TUMO(PEHUIATAHUHOBOW TUEThl U CUHTETHYECKOTO
aHanora BH4 koHTposb 3a XMMHYECKMM COCTaBOM JHMETHI, AHTPOIIOMETPUYECKUMH U
OMOXMMHYECKUMHU TIOKa3aTeasiMi HYTPUTHUBHOIO CTaTyca mnanueHnta, MA KpoBU JOKHBI OBITH

CHUCTEMATHYCCKUM.

[TanmenTsr, moNywaromue CUHTeTHUYECKUM aHamor BHy TpeOyroT TIarenbHOro KOHTPOJS 3a

COCTOSHHUECM MX HYTPHUTHUBHOI'O CTAaTyCa M APYTHMMH IMOKA3aTCIIAAMU 300POBbA.

UtoOb1 nedyeHune ObUI0 dPPEKTUBHBIM, POIUTENIN U WICHBI ceMe, e ecTh nanueHTsl ¢ OKY, camu

IIalIMECHTBI AOJIPKHBI OBITh B TECHOM KOHTAaKTE€ CO CBOHMM JeyalmuM BpadoOM H BbLIIIOJHATH BCC C€ro



Ha3HaueHwUs!
Kak 310 KocHeTCs1 APYrMX AeTeill B Halell ceMbe?

VYuuThIBasi ayTOCOMHO-PELIECCUBHBIN TUI HACIEIOBAHUSA, MAaTh U OTEI] OOJHHOrO peOeHKa SIBISIOTCS
HOCHUTEJISIMU OOJIE3HU, XOTSI OHU COBEPIIEHHO 30pOBbI. IIpu kaxkioii OEpEMEHHOCTH PUCK POIUTH
O6onpHOrO pebenka cocrapnseT | maHc u3 4, TO €CTh JOCTATOYHO BBICOKUUA PHUCK MOBTOPHOTO
pOXIeHusl B ceMbe 00bHOro pedenka. [loaroMy mokazaHo MeMKO-T€HETUYECKOE KOHCYIBTUPOBAHUE,
YTOOBI IOMOYb CEMbBE POJIUTH 340POBOro pedeHka. Takke MeIUKO-T€HETUYECKOEe KOHCYJIBTUPOBAHUE

HeoOxonuMo BceM nanuentam ¢ @KV penponykTuBHOrO BO3pacTa.

B3pocnbiv nanpentam ¢ @KV (He3aBUCHMO OT 1oJ1a) CIEAYET 3HATh, YTO €CIM y UX NapTHEpa HET
myTtaiuii B rene @AI, To B maHHOM Opake Bce Ae€TH OyIyT TOJIBKO HOCHUTENSIMHM, U OOJE€3Hb HE
MOBJUSAET HA WX 310poBbe. C Apyroi CTOpoHsbl, ecinu  napTHep nanueHta ¢ ®KY umeer myranuo B
reae DAL, To 50% wux gereit MoryT crpangarh (enunkeroHypuei. Eciam oba poguTens sSBISIOTCS
naguentamu ¢ OKVY, To Bce ux aeru takxke OyayT UMETh JaHHOE 3a00Ji€BaHWE U JIOJKHBI OyayT
MOJIy4aTh OAMHAKOBOE C pOAMUTENsIMU JiedeHHe. JKeHIIMHaM penpoayKTUBHOTO BO3pacTa ¢
ycTaHOBJIIEHHBIM paHee auarHozom DKV  pexkomenmyercs 3apaHee IUIaHHUPOBAThH OEPEMEHHOCTH,
IPEIBAPUTENBHO MPOKOHCYJIBTUPOBATHCS Yy THUHEKOJOTa M TE€HETHMKa W CTPOrO BBINOJHATH HX
Ha3Ha4YeHHs. DTU MEPbl HEOOXOIMMBI JJIs1 CHUYKEHUS pUCKa poxkaeHus y xeHIIuH ¢ @KY mnanenies ¢

Pa3TUYHBIMU BPOXKJIEHHBIMH MOPOKaMU pa3BUTHUs (CUHAPOMOM «maTtepuHckoit KVYy).

IamaTKa OynylumM mMamMaM C JMarHo3oM «(eHHJIKEeTOHYPHS» a TaKKe POAMTEJAM JeBOYeK ¢

(pennnkeronypuen.
IT0 Ba:KHO 3HATH!

HyXHO MOMHHTB, YTO MOCJIE OKOHYAHUS CIEHHAIM3UPOBAHHOTO JieueHus1 y Bac B KpoBu ocraercs
BBICOKOE cofiepKaHue (eHWIalaHnHa M ero Mpou3BoAHBIX. Ha Bamr opranmsm 5To HE OKa3bIBaeT
BpenHoro BoszelctBus. Ho ecim Bbl coOupaerech CTaTh Marepblo, TO BBICOKMM YpOBEHb
(eHunasaHuHa y Bac B KPOBU OCTAHOBUTCS «TPO3HBIM Bparom» Bamiero Oymymiero peOeHKa.
[loBbIIeHHBIN ypOBEeHb (DeHUTATAHMHA B KPOBU OEpeMEHHOW >KEHIIMHBI, cTpagatomeir DKV,
BBI3BIBACT Yy IUIOAA TSKEJIBIE TOPOKU PAa3BUTHUSL CEPACYHO COCYIAUCTOM CUCTEMBI, TOJIOBHOTO MO3ra,
3aIepKKy  (PU3MYECKOrO  pa3BUTHUS, MHTEJUIEKTYaJbHOTO  Pa3BUTHUs, OJHOWIENCHIO. Bblcokas
KOHIIEHTpalus (EeHUJaTaHNHA W €ro MPOU3BOJAHBIX B KPOBU BO BpeMsi OEPEeMEHHOCTH SIBISIETCS

«SIIOMY JUIS1 pa3BUBAIOIIETO OPraHW3Ma MaJlbIIla.
Y10 HYKHO CAeJATH, YTOOBI NPEAOTBPATUTH POKACHUE 00JIHHOIO pedeHKa:

1. [ToceTuTh MEIUKO-TEHETUYECKYIO KOHCYJIBTAIIMIO TPU TUIaHUpOBaHUKM OepeMeHHocTH. Ecin Bam
He BeimosHsm JIHK-gmarnoctuky, cnemyer nposectn JHK-mmarnoctuky Bam u Bamemy
MapTHEPY.

2. Bcerarh Ha y4é€T B MEIMKO-T€HETHYECKOM KOHCYJIbTAllMM W HayaTh JICYEHHUE 3a 2-3 Mecsla J10
IUTaHUpYyeMoil OepeMEeHHOCTH. B 3TOT mepuox mepeiTu Ha CTpOryio runodeHusIalaHuHOBYIO

AUCTY C INPUMCHCHUCM CIICHUAIIM3UPOBAHHOIO IIPOAYKTa JIEUeOHOr0 IUTAHUS (aMI/IHOKI/ICHOTHaﬂ



cMech ¢ HU3KUM 3HaueHneM DA). YpoBeHb (QeHMITalaHWHA B KPOBH HA 3TOM JdTale HE JOKEH
npeBbimarh 360 MKMoIb/J1 (6 Mr/ ).

3. [locne HacTymieHuss OEpeMEHHOCTH YpPOBEHb (PEHWIaJaHWHA B KPOBHU JOJIKEH OCTaBaThCsl B
npenenax 120- 240 mxmons/n (2-4 mr/mn). Jlo 12 Henmenb OEpeMEHHOCTH KOHTPOJIb YpPOBHS
dbenmIananHa JOHKEH MPOBOIUTCS HE peke ofuH pa3 B Henento. [locne 12 nexens- He pexe 1
pa3 B 2 Henmenu. Bpau mMeaMKO-T€HETHYECKOW KOHCYJIBTALMM COCTABUT ONTUMAJIBHBIA PacuéT

CHCL[I/IaJII/ISI/IpOBaHHOﬁ AUCTBI U JO3bI CIICHUAIIM3UPOBAHHOIO IIPOAYKTA J1e4eOHOr0 ITHUTAHUA.

Tonpko coONIOIeHNE BBILIEYKA3aHHBIX JIEUCTBHUM, IMOCTOSIHHOE HAOJIOACHHE Bpaya MEIUKO-
TeHETUYECKONM KOHCYNbTAllMi, IUIAHOBBIM KOHTPOJb YpOBHA (PeHMIIaJaHWHA B KpPOBU IO3BOJIUT

n30eKaTh CepbE3HBIX OCIOKHECHUN pa3BUTH Barero peoeHka.
Yacrora nposeaeHust 00cae0BaHusA y nmanueHTos ¢ ['OA

[lepBuuHast AuarHOCTHUKA

KoHcynbTauum Bpaqeﬁ, na60paToprle U MHCTPYMEHTAJIbHbl€ UuccsieqoBaHunsa, TeCtTupoeaHume M Tepanua

MoBTOpHOE onpeaeneHne cogepxxaHuns GA B nepudepmnyeckoit KPoBM HOBOPOXAEHHbLIM AETAM C MOBbIWEHHbIM ypoBHEM DA Mo pesynt

MonekynsipHO-reHeTU4Yeckoe TeCTUPOBaHUE ANsl YTOYHEeHUA dhopMbl 3aboneBaHuns

MpoBeaeH HarpysouHbI TECT C CMHTETMYECKMM aHanoroMm BH4 (B TeueHne He mMeHee 48-4acoB) nMaumeHTam cTaple roga C MyTau
accouMmMpoBaHbl C YyYBCTBUTENbHOCTbIO K BH4

WccnenoBaHue obLiero aHannsa KpoBu 4151 OLEHKN OCHOBHbIX NMapaMeTpoB KPOBETBOPEHUS

WccnenoBaHue obLiero aHannsa Mouv C LENblo BbISIBNEHUS ancMeTabonunyeckor HedbponaTum

WccnepoBaHue 6MOXMMMYECKOro aHaniv3a KpoBu oblieTepaneBTMYeckoro(coAepxaHue roko3bl, obuero 6enka, 6enkosbix dpa
XonectepuHa, TpUrIMLEepPUAOB, NMUNONPOTENAOB HU3KOWM M BbICOKOW MAOTHOCTM, LIENOYHOM docdaTasbl, KpeaTUHMHA, MOYEBWUHBI,
(ANT), acnaptatamMmmHoTpaHcdepasbl (ACT), Kanbums obLiero n MOHU3MPOBAHHOMO, HATpUs, Kanus, HeopraHnyeckoro docdopa, xe
oLUeHKM 6anaHca BaXXHEWLWNX HYTPUEHTOB MpU AMETOTEpPanuu, OLEHKN KanbLmeBo-docdOpHOro o6MeHa, OLEeHKM COCTOSIHUS MOYeK U

WccnepoBaHme 6uoxmmmyeckoro aHanmsa mMoun (docdaTtbl, okcanatbl, ypaTbl) C LieSiblo OLEHKU COCTOSIHUSI MOYeK, BbISIBIEHUS ANCME
Kanbunypum

MpoBeaeHa TaHAEMHasi Macc-CneKkTpoMeTpus naumneHTam ¢ FPA ¢ uenblo onpeaeneHns COOTHOLWEHUSA heHuNanaHnHa/TMpo3nHa

WccneposaHue cogepxaHus NTEPUHOB B MOYe

12-kaHanbHas IKI Ans BbISBEHUS AMCMETAB0IMUYECKUX HAPYLIEHW B MUOKapae

Dxokapaunorpaduvs npu nameHeHmnsx Ha IKI

MpoBeaeHo 331 1 23M-MOHUTOPUHI NaumMeHTam co Bcemu popmamu FOA Npu HANNYMN HEBPOSTIOTMYECKON CUMNTOMATUKMU

Y3/ opraHoB OplOWHOM MNONOCTUM WM No4vYek AN BbiaBeHUs aucMmetabonunueckmx HedponaTtuii, HedpoKanbLMHO3A, W3MEHEH!
noaXenyao4Hom xenesbl

KoHcynbTauuns spadya-reHeTuka nepeBuyHas (Ha3Ha‘-IEHMe N KOppekuuna anetTortepannn, OCyLLEeCTB/IEHNE KOHTPOJIA 3a aA€KBATHOCTbIO

KoHcynbTauusa Bpaya-aneTosiora Ans aHanamsa v Koppekuum ametotepanum (NepBuYHO)




KoHcynbTauus Bpada-negmaTtpa Ans oueHKU obLLero coctosiHMSA 310p0OBbA N onpeaeneHnsa TakKTukn nanbHenwen TeEpanun

KoHcynbTauuns Bpada-kapamonora U Kapamosornyeckoe chnep,osaHme, ANng CBOEBPEMEHHOIO BbiABIEHUA n/mnn MOHUTOPWUHIa KapAal

KOHCy)'IbTaLlVIFI Bpa4ya-HeBpPOJsiIOra Ansd CBOEBPEMEHHOIO BbIABTIEHUA VI/VIJ'IVI MOHUTOPWUHIra HEBPOJTIOTNMYECKUX N3MEeHEeHUM

OcMOTp BpayoM-o(pTanbMOOroM, BKaOYaoWwmMn obcreaoBaHme rnas3Horo AHa (odTanbMockonum)

KoHcynbTaums Bpaya-ncvMxuaTpa nauumeHTaM ¢ yCTaHOBMEHHbIM AnarHo3oM MDA ans oueHKM ncuxmaTpuyeckoro cratyca

KoHCynbTauns MeAULMHCKOro NcMxosiora C OLEHKON MHTENIeKTa U APYrnX BULOB MNCUXUYECKOM AeATeIbHOCTU, NCNOJb3Ysi COOTBETCTE

HasHauyeHue neueHus

HaszHaueHne gmeToTepanum nocsie yCTaHOBNEHUS AMarHo3a, YtTobbl NnpeaoTBpatuTh NoBpexaeHne LIHC

Ha3zHaueHne cuHTeTMYeckoro aHanoraBH4 nauwenTam ¢ BHz-peduuntHOM TDA, ¢ OAr-gedunumtHon DA, YyBCTBUTENBHOM K CUHT
Lenblo NpefoTBPaTUTb TSXKENbIX HEBPOIOMMUYECKNX HapyLUEHWA.

HasHauyeHVe gonamMuUHepruyeckmx npenapaTos, NpealecTBEHHUKOB CEPOTOHUHA

HasHauyeHue npenapaToB Kanbuusa n BuTammHa D n ero aHanoros

HasHaueHMe npenapaToB TPEXBa/IEHTHOrO Xesesa

HasHaueHre NpoTMBO3NUAENTUYECKMX MpenapaTos

JIlnnamuueckoe HaOMroneHue aerei ¢ 'OA

KoHcynbTauum Bpauen, nabopatopHblie u Mnapwe 12 ner 12-18 ner
MHCTPYMEHTallbHble uccnenosaHus,
TecTMpoBaHMe U Tepanua

AHann3 kposu Ha ®A (yTpoOM HaToLlaK) B BO3pacTe A0 3-x MmecsuesB - 1 pa3 B He pexe 1 pasa B 3 Mecsua
Hegento (A0 NOAyYeHUs CTabunbHbIX
pe3synbtatoB) WU ganee 1 pa3s B 10

OHEN;

c 1 roga po 6 net - He pexe 1-2 pasa

B Mecsl,;

C 7 neT n cTapuwe - He pexe 1 pasa B 3

Mecsaua
AHann3  KpoBuM naumeHtam ¢ [TOA ¢ He pexe 1 pa3a B MecsL, Mo NnokasaHusaMm
MakCuMasnbHbIM 3HavyeHneMm ypoBHA ®A Ha
NPOTSHXKEHUN  AJINTENBHOrO nepuoaa 360

MKMMonb/n (6 mMr/aon)

WccnepoBaHne obwero aHanmMsa KpoBM AN He pexe 1 pa3a B roa
OLIeHKW OCHOBHbIX NMapaMeTpoB KPOBETBOPEHUS

WccnepoBaHue obuiero aHaamsa Mo4YM C LEeNbio He pexe 1 pasa B rog
BbISIB/IEHWS AMCMeTabonmyeckon HedponaTnm

MccneposaHue 6MOXMMMYECKoro aHanusa He pexe 1 pasa B roj
KpoBM oblieTepaneBTMyeckoro (coaepxaHue
rnoKo3bl, obuiero 6enka, 6enkoBbIX Gpakumi,
obuwero 6unnpybuHa, XonecTepuHa,
TPUIAMLEPUAOB, JIMMONPOTENAOB HU3KON MU
BbICOKOW MJIOTHOCTM, LWeno4yHon docdartasbl,
KpeaTuHUHa, MOUYEBWHBI,
anaHnHaMuHoTpaHcdepasbl (ANT),
acnaptatammHoTpaHcdepasbl (ACT), Kanbuus
obllero m MOHU3MPOBAHHOMO, HaTpusa, Kanus,
HeopraHM4yecKkoro docdopa, xenesa,
depputnHa) C uUenbl  oueHkn bBanaHca
BaXKHEMLWIMX HYTPUEHTOB Mpu AMeToTepanuu,
OLEHKMU KanbumeBo-dochopHoro  obmeHa,
OLIEHKW COCTOSIHUS MOYEK U MeYeHn




WccnepoBaHne 6MOXMMUYECKOro aHanmMsa Moyu
(docdaTbl, okcanaTbl, ypaTbl) C LeNbio OLEHKMN
COCTOSIHUSA novex, BbISIBIEHUS
ancmetabonunyeckon HedponaTum

He pexe 1 pa3a B roa

lMpoBeaeHa TaHAEMHas Macc-CrieKTpoMeTpus
nauneHtam ¢ DA C uenblo onpeaeneHus
COOTHOLLEHUS peHnnanaHnHa/TMpo3nHa

He pexe 1 pa3a B roa

Oxokapaunorpadus npu nameHeHnsax Ha IKI

Mo NoKasaHusaMm

12-kaHanbHas oKl ang BblsiB/IEHUSA
ancmeTabonnmyeckmx HapyLeHUin B Mnokapae

He pexe 1 pasa B rog

MPT ros1I0BHOIO Mo3ra npu Hanuuum Mo NnokKasaHusMm
HEBPOJIOTMYECKON CMMMNTOMATUKM
33 wn  233[-MOHUTOPUHI  NpU  HaIN4Umn npu ctabunbHOM TedyeHnn-1 pas B rog, No NokasaHUAM-yalle

HEBPOJIOrMYECKON CUMNTOMATUKM

Y3W opraHoB 6plOLWHOM NONOCTM M noyek Ans
BbiiBNEeHNA aucMmeTabonnyeckmx HedponaTtui,
HedpoKanbUMHO3a, W3MEHEHUN CO CTOPOHbI
neyeHU M MNOLXKENYAOYHOM Xenesbl Ha (oHe
BbICOKOOENKOBOW ANETI

He pexe 1 pa3a B roa

WccneposaHue MUHepasnbHOM NA0THOCTH NnpoBOAUTCS AETAM cTaplwe 5 neT no nokasaHuam Nno NoKasaHuaMm
KOCTHOM  TKaHu -  [OeHCUTOMeTpust  Ans

ANArHoCTUKM ocTeonoposa " ero

npoduNaKTuKm

MpoBeaeHune peHTreHorpadum Kuctm pyk Nno NoKasaHusamMm

[EeTAM, MMeLWMM  3a4epXKy (dusnmyeckoro

pa3BuTMS W MONIOBOrO  pas3BUTMA  Ans

ornpeaeneHns KOCTHOro BO3pacTa "

KanbumeBo-dochopHoro obmeHa

KoHcynbTauus Bpavya-reHeTvka (HasHauvyeHue
N KOPpEeKUuUs AMeToTepanuu, OCYLLECTBEHME
KOHTPOJIS 3@ afleKBaTHOCTbIO €e NPOoBeAeHUs )

B BO3pacte Ao 1 roga -
pasa B Mecs;

c 1 roga - He pexe 1 pasa B 3 Mecsua

He pexe 1

He pexxe 1 pasa B 3 Mecsua

KoHcynbTauus Bpaya-AveTosiora Afns aHanusa
N KOppeKLMn aAneToTepanmm

He pexe 1 pa3a B roa

KoHcynbTaums Bpava-neavaTpa AN8 OLEHKU
obLero cocTtosHWSA 340pOBbS W onpeAeneHuns
TaKTUKK AanbHenwen Tepanumm

1 pa3 B 6 mecsueB

KoHcynbTaums Bpaya-kapauosora n
Kapauonornyeckoe obcnenoBaHue, ans
CBOEBPEMEHHOI0 BbISIBNIEHUS n/vnm

MOHUTOPUHIa KapAanoaormnyeckmnx N3MEHEHUN

Mo NoKasaHunam

KoHcynbTauus Bpava-HeBpoJsiora ans
CBOEBPEMEHHOr0 BbISIBJIEHUS n/mnu
MOHUTOPMHIa HEBPOSIOrMYECKUX U3MEHEHWIA

He pexe 1 pa3a B roa

OcmoTp Bpa4yoM-0¢TanbMONIOrom,
BK/IlOYalOWMA  obcnefoBaHMe T[NasHOro AHa
(odTanbMmockonumn)

He pexe 1 pa3a B 3 roaa

KoHCy/ibTauusi Bpada-racTposHTepoJsiora

Mo NoKasaHusaMm

KoHCynibTauus Bpava-ncuxvaTtpa A1 OLEHKM
ncMxmaTpuyeckoro craTtyca

Mo NoKasaHusaMm

KoHcynbTauuns
Ha3HayeHus
dur3noTepaneBTMYECKNX NpoLeayp

Bpaya-dusmoTepanesta 414
" nposeaeHns

Mo NoKasaHuaMm

KOHCYJ'IbTaLI,VIFI MeANLUMHCKOro ncuxonora ansa

OLLEHKU n Koppekunmn ncmxosiornyeckoro
COCTOAHUA n OKa3aHus NMCcnXosiorn4eckon
nomMouu

Ob6sa3aTenbHO Npu OTKase
oT avetoTepanum,
ynotpebneHns npoayKToB
crneumanmMsanpoBaHHOro
nuTaHus, a Takxe
BbICOKOIO puUCKa noTepu
MeTabonunyeckoro
KOHTpoONs " NoJsIHOM
yTpaTthbl MeAMLMHCKOro
HabnoaeHus

Mo HeobxoAaMMoCTH oKasblBaeTcs
ncmMxonorMyeckas  MoMoWb MO BOMpocam
KOMMYHUKaUnn B ceMbe n O6U.lECTBe,
npodeccnoHanbHOM opueHTauuu; aons

NaLUMeHTOB >XEHCKOro nosa [OMNOSHUTENIbHO Mo
BOMPOCaM, CBA3aHHbIM C 6EPEMEHHOCTbLIO

HasHaueHue neuyeHusn

KommeHTapui




OveTtoTtepanua (C  uenbkd  npodunakTUkm MOXM3HEHHO
nospexaeHunii LUHC n ynyyweHuns coumanbHoOn
ajantaumn)

Mpuem CUHTETUYECKOro aHanora BH4 MOXXU3HEHHO
naumveHtam c¢ BH4-pedwuumtHoOn DA, ¢ OAl-
aedpuunTHOM [DA, YyBCTBUTENbHOWN K
CUHTETUMYeckoMy aHanory BH4 ¢ uenbio
npeaoTBPaTUTb  TSAXENbIX HEBPOJIOTMYECKNX
HapyLUeHWi

HasHauyeHue gonamMuUHepruyeckux npenapaTos, Mo NoKasaHunam
npeawecTtBeHHMKOB  CepPOTOHMHa C uenblo
KOppeKUnn akCcTtpannpaMmmnaHoro cMHaApoma

Ha3HauyeHne npenapaToB KajbUMs M BUTaMUHa MpW HaIMYUM OCTEOMEHUMU
D n ero aHanoros

HasHaueHve npenapatoB  TPexBajEHTHOro | Npu Hanuumm xxenesoaeduUUUTHON aHEMUU

xenesa

Ha3zHaueHune NPOTUBO3MMAENTUYECKUX | MPU HANUYMUM CYOPOXHOr0 CMHAPOMA

npenapaTtos

KOHCY}'IbTaLlVIFI AeBodek noapoCTKOBOIo - Mo NOKa3aHnaM

BO3pacTa Mo BOMPOCY MJIaHUPOBAHUS CEMbU C
Lesblo MpeaynpexaeHns poXAeHWsa pebeHka ¢
"MaTepuHckon OKY"

KoHcynbTaums XKEeHLLMH no BOnpocy - npu nNnaHMpoBaHMM 6epeMeHHOCTU
naaHMpoBaHMS ceMbu C Lenbio
npeaynpexaeHusa poXxXaeHunsa pebeHka C
"MaTepuHckon OKY"

KoHcynbTauus nap, nnaHupylowmx | - no nokasaHusiM
6epeMeHHOCTb, MpW YCNOBMM, 4YTO Oyayuime
poAUTENN SIBNSIOTCA HOCUTENAMU MaTOreHHbIX
BapWaHTOB

JAnnammn4yeckoe HAOI0eHHEe B3POCIAbIX ManueHToB ¢ ['PA

KoHcynbTauum Bpauel, nabopatopHbie u 18 net un crapuwe
WUHCTPYMEHTaJIbHblEe uccnenoBaHusn,

TecTupoBaHue U Tepanus
MY>X4YUHbI W HebepeMeHHble BepemMmeHHbIe [o DAl-
YXEHLHMHbI aedpuunuTHO FDA
AHanun3 kposu Ha ®A (yTpoM HaTowak) 1 pa3 B 3 Mecsua He pexe 1 pa3 B 7 pgHeh B I
TpumecTpe
He pexe 1 pa3 B 2 Hegenu Bo 2-3
TpuMecTpe

AHanus kposBu naumeHtam c A c MakcMMasibHbIM Mo rnokasaHumaMm
3HayeHneM ypoBHS ®A Ha NPOTSHKEHUUN ANUTENBHOrO
nepuoga 360 mkMmonb/n (6 mr/an)

WccnenoBaHue obliero aHanusa KpoBUW ANs OUEHKM | He pexe 1 pasa B roa
OCHOBHbIX MapaMeTpoB KPOBETBOPEHMS

WccnepoBaHve o06WEro aHanMsa Mo4YM C Uenblo | He pexe 1 pasa B rog
BbISIB/IEHWSA AMCMETAaboIMYECcKon Hedponatum

WccnepoBaHne 6GMOXMMMYECKOro aHaausa Kposw He pexe 1 pasa B rog
obleTepaneBTnyeckoro (coaepxxaHue rJIFOKO3bl,
obwero 6enka, 6enkosBbix dpakuu, obwero
6unupybuHa, XOnecTepuHa, TPUrAMLEPUAOB,
NMNONPOTEMAOB HU3KOW UM  BbBICOKOW MJIOTHOCTH,
wenoyHon ocdartasbl, KpeaTUHMHA, MOYEBMUHDI,
anaHnHaMuHoTpaHcdepasbl (ANT),
acnaprtatamMmHoTpaHcdepasbl (ACT), Kanbums
obwero ” MOHWU3MPOBAHHOIO, HaTpus, Kanus,
HeopraHuyeckoro docdopa, xenesa, peppuTnHa) c
uenblo oueHkn 6anaHca BaXHEWWWX HYTPUEHTOB

npu aveTtoTepanuu, OLeHKM KanbunesBo-
dochopHoro obMeHa, OLEHKM COCTOSIHMS Mo4YyeK M
neyeHu

WccnepoBaHne 6GMOXMMMYECKOrOo aHasmMsa Mouum He pexe 1 pasa B roj
(docdaTbl, OKcanaTbl, ypaTbl) C LUENbl OLUEHKMU
COCTOSIHMSA TMOYEK, BbISBAEHUS AUCMeTabonmyeckon
HedponaTum, Kanbunypum

MNpoBeneHa TaHAEMHas Macc-CrneKTpoMeTpus He pexe 1 pasa B roa




naumeHtam ¢ [®OA ¢ uenblo onpeaeneHus
COOTHOLLEHMS peHmnnanaHnHa/TMpo3nHa

MpoBeAeHO MWCCNeaoBaHUE  YPOBHSA  MIIOKO3bl U
rIMKMPOBAHHOIO remornobrHa B KpOBU

- npv HacTynneHnn 6epeMeHHOCTH

WccnenoBaHue YpoOBHSI TOMOLMCTEMHA B KPOBWU C
LUenblo  OUEHKW puUCKa  pasBUTUSI  CEepAEYHO-
COCYyAMUCTbIX 3abosieBaHui

Mo NoKasaHuaMm

Oxokapaunorpadus npu naMmeHeHnsax Ha IKI

Mo NOoKa3aHunam

12-kaHanbHas oKl angd BblSIBNIEHUS
ancmeTtabonnmyeckmx HapyLeHnin B Mnokapae

He pexe 1 pa3a B roj

MPT rosioBHOrro Mo3ra npu Hanuyuun
HEBPOSIOrMYECKON CUMNTOMATUKM

Mo NoKa3aHunam

2200 n 22 -MOHUTOPUHI npwm Hannymm
HEeBPONIOrMYECKON CUMNTOMATUKM

Mo NOKa3aHunam

Y3/ opraHoB 6plOWHOM MOAOCTM M MNo4dYek Ans
BbISIB/IEHUS  AMCMeTabonmnyeckmnx HedponaTui,
HedpoKanbUMHO3a, M3MEHEHUA CO CTOPOHbI MeYeHun
n noaXenyao4Hom Xenesbl Ha doHe
BblCOKO6enKoBOW AneTbl

He pexe 1 pasa B rog

WiccnepoBaHue MUHEPAsibHOM MIOTHOCTM  KOCTHOWA
TKaHW -  [OEHCUTOMETpUA AN ANArHOCTUKM
0CTEOMNOPO3a M ero NpPoMuUNaKkTUKm

Mo NOKa3aHunaMm

MNpoBeneHWe peHTreHorpadun KUCTU PyK LOETAM,
UMELWNM  3a4epXxKy GdU3MYecKoro pasBuTUS W
MosioBOro pasBUTUA AN OnpeaeneHnss KOCTHOro
BO3pacTa u KanbumeBo-docdopHoro obmeHa

Mo NnokKasaHuaMm

MposeaeHo AONONHUTENbHOE 3KCnepTHoe
yNbTpa3ByKOBOE WCCNEeAOBaHME MoAa XeHLWMHaM C
F®A npu 6epeMeHHOCTM C Lenbl  MUCKIYEHUN
BPOXAEHHbIX aHOMaNuUn pasBuUTUSA Naoaa

- Ha cpoke 15-16 n
25-26 Hepenb 6epeMeHHOCTH

KoHcynbTauns Bpaya-reHeTmka (Ha3HayeHne u 1 pa3 B 3 Mecsua He pexe 1 pa3a B MecsL,
Koppekuus avertotepanuu, ocyliecTBneHune

KOHTPO/S 3a aleKBATHOCTbIO ee NpoBeaeHuns)

KoHcynbTauusa Bpada-gueronora Ang aHanusa u He pexe 1 pasa B rog Mo NoKasaHusaMm
KOppEeKLUMN gmetotepanum

KoHcynbTaums  Bpada-TepaneBTa A8  OUEHKMU 1 pa3 B 6 MecAaueB Mo rnokasaHunaMm

obuwero CoCTosiHUSA 30poBbA U onpeaeneHud
TaKTUKWN AalibHEUNLLEN TEPannn

KoHcynbTauuns Bpa4da-Kapaunonora n
Kapaunonorn4yeckoe 06CJ'IE,EI,OBaHVIe, Aana
CBOEBPEMEHHOIO BbIABEHUA n/vnm MOHUTOPUHIa
Kapanonornyecknx U3MEHEHWI:

Nno NnokKasaHuaMm

Dxokapaunorpadus npu nameHeHmnsax Ha IKI

Mo NoKa3aHunam

12-kaHanbHas OKI ans BbISIBNIEHUS
AncmeTabonnyeckmx HapyLeHUn B Mnokapae

He pexe 1 pasa B rog

KoHcynbTauuns Bpa4da-HeBpOJiora ana
CBOEBPEMEHHOIO BbIAB1EHNA n/vnm MOHUTOPUHIa
HEBPO/IOTNMYECKNX NUBMEHEHUN

Mo NOKa3aHunam

OcMoTp  BpavyoM-oMdTasibMOSIOrOM,  BKJHOYAKOLWNI
obcnenoBaHMe rnasHoro AHa (odTanbMockonuu) c
Lenbio BbISIB/IEHUS rnasHom natonoruu n
HEeBPOJIOrMYECKOoro ctaTyca

He pexe 1 pasa B 3 roga

KoHcynbTauuns Bpada-ractposaHTeposora

Mo NOKa3aHunam

KoHcynbTauuns Bpa4ya-ncnxmaTpa Aana OLEHKMUN
NCUXmaTpmn4yeckoro crtatyca

Mo NoKa3aHunam

KoHcynbTaums Bpaya-dusnoTepanesTa ans
Ha3HayeHus 1 npoBedeHUs pu3nMoTepaneBTUYECKUX
npoleayp

no nokasaHuaMm (3aboneBaHUs CyCTaBOB, paxuT, HapyleHUs KanbLneBo-
docopHoro obmeHa)

KoHcynbTauuns MEANLIMHCKOIo ncmxosiora ana
OUEHKNN N KOopbeKUuMMN NMCXonormyeckoro coctogaHusa

Mo Heo6X0ANMMOCTM OKa3blBAETCA MCUXOSIOrMYEcKas MoMollb Mo BONpocaM
KOMMVHUKaALUN B cCeMbe M oblwectBe, npodbecCuoHalbHOM ODUMEeHTauuum:




M OKa3aHUsa NCUXONOrMYecKoi NoMoLLn

ANS NaLMEHTOB XEHCKOro nosia AOMNOMHUTENIbHO MO BOMPOCaM, CBA3aHHbIM

Cc 6epeMeHHOCTbI0

MPT rosIOBHOIrO Mo3ra npu
HEBPOJIOTMYECKON CMMMNTOMATUKM

Haan4ymu

Mo NnokKasaHuam

O3M-MOHUTOPUHI MNpPU  HaU4YUU HEBPONOrNMYECKOMn
CUMNTOMAaTUKM

Nno NnoKasaHuaMm

Y3 opraHoB O6plOLWHON MNOMOCTM W MNOo4YeK Ans

BbISIB/IEHUS amcMeTabonmyeckmnx HedponaTun,
HedpoKanbUNMHO3a, M3MEHEHUA CO CTOPOHbI MeYeHu
n noa)kenyaoyHom xenesbl Ha doHe

BbICOKOOENKOBOW ANETI

1 pas B rog

WccnenoBaHue MUHepasnbHOW MIOTHOCTUM  KOCTHOM
TKaHW -  JeHCUTOMeTpus  Ans  AMArHoCTUKM
0CTeonopo3a 1 ero npodunakTuku

Mo NoKasaHuaMm

MpoBeaeHe peHTreHorpadum KUCTU pyK AETSAM,
UMEKLNM  3a4epXKy GU3NYECKOro pas3BUTUS W
MosIoBOro pasBUTUSA AN ONpeaeneHnss KOCTHOro
BO3pacTa MU KanbumeBo-dochopHoro obmeHa

Mo NOKa3aHunam

KoHcynbTaumnsa XeHWwuH no BOMpOCy MiaHMpOBaHUS
CeMbM C Uenblo MpeaynpexaeHnus  poxaeHus
pebeHka ¢ "MaTepuHCcKon OKY"

npu nNaaHMpoBaHum 6epeMeHHOCTH -

KoHcynbTauus nap, nnaHupylowmx 6epeMeHHOCTb,
npu ycnosuuM uTo 6yayliMe poaUTENn SIBASIOTCS
HOCUTENSIMU MyTauuu

Mo NOKa3aHunam -

HasHaueHue neueHusn KoMmMeHTapui
[OveTtoTepanus MOXWU3HEHHO
Ha3HaueHune CUHTETUYECKOro aHanora BH4 MOXXWU3HEHHO
nauneHtam c¢ BH4-pedbuuyutHo [DA, c OAl-

AedpuunTHOM [DA, YyBCTBUTENbHOM K

CUHTETUYECKOMY aHanory BH4 C Lesibio

npeaoTBpaTUTb THXenble HeBpoiornyeckue

HapyLeHus.

HasHaueHne  pgonamMMHepruyeckmx npenapaTos, Mo rMoKasaHusaMm
npealwecTBEHHNUKOB CepoToOHMHA [¢ Lenbto

KOPPEeKLMN 3KCTpanmpaMmMaHoro cMHApoMa

HasHaueHue mnpenapaToB Kanbuuma n BuTammHa D u
€ro aHasnoros

npn Hann4vymm oCTeoneHunmn

HasHauyeHue npenapaToB TPEXBa/IEHTHOro enesa

npun Hann4dmm meneao,qed)euMTHoﬁ aHeEMUU

HasHauyeHre NpoTUBO3NUAENTUYECKNX NpernapaToB

Npu HaNU4YMM CyA0POXHOro CUHAPOMa




Hpuiaoxenue I.

Ipuiaoxkenne I'l. Knunnyeckas kaaccupukanus I'DA B 3aBUCUMOCTH OT
ypoBHsI PA B KPOBH /10 JICYCHUSA

Ha3Banue Ha pycckom sizbike: Knmmanueckas knaccuduxarus ['A B 3aBucumoctu ot ypoBHs DA B
KpPOBHU J10 JIEYEHUS

OpurunanbHOE Ha3BaHUE:

Ncrounuk: Blau N., Burton B.K., Thony B. et al. Phenylketonuria and BH4 Deficiencies// 1st edition-
Bremen:UNI-MED. 2010. 94P

Twum: mkana oneHkKu

Ha3nauenue: onpeznenenue Gpopmbl 3a001€BaHMs B 3aBUCUMOCTH OT YpoBHS DA

Conepxanue:
dopmMa 3abonesaHus YpoBeHb ®A
B CbIBOPOTKE KpOBU**
MKMOJ1b/N mr/an
Nerkas FOA 120-360 2-6
YMepeHHasa MDA 360-1200 6-20
Taxenaa FOA >1200 >20

[Ipumeuanue: **- koappuLreHT nepecuera MKMOJb/I B Mr/ai paseH 60 [33].

Kirou: copgepxurcs B camoi 1IKae



