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Cnmcok cokpameHui
['®A — runepdenmiananuHeMust
3BYP — 3aneprkka BHyTpUYTPOOHOTO Pa3BUTHS
MI'K — Menuko-reHeTnyecKas KOHCYJIbTalus
MPT — MarHuTHO-pe30HaHCHAs TOMOTrpadus
VY3U — ynbTpa3ByKOBOE UCCIEIOBAHUE
DAl — depmeHT PeHnTaTaHMHTHIPOKCHIIa3a
OKVY — ¢enmnkeronypus
DA — penunananuH
99" — snekrposHuedanorpadus
AdGTPCH (autosomal dominant guanosine triphosphate cyclohydrolase) — ayrocommo-
JOMUHAHTHBINA Ae(PHUINT ryaHO3HHTPU(POCHAT-IUKIOTHAPOIa3HI |
ArGTPCH (autosomal recessive guanosine triphosphate cyclohydrolase) — ayrocommo-
perieccuBHbIN AeUIUT TyaHO3UHTpUDOChAT-IIUKIOTHIPOa3bl |
BH4 (tetrahydrobiopterin) — kodakTop TeTparuapoOHoNTeprH
DHPR (dihydropteridine reductase) — depMeHT AUTHAPONTEPUANHPEIYKTA3A
GTPCH (guanosine triphosphate cyclohydrolase) — dbepmeHT
ryaHo3uHTpH(OCHaTIUKIOrHIpOIIa3a
OMIM (online mendelian inheritance of man) — snekTponHast 6a3a maHHBIX «MeHIEIEBCKOE
HaCJIEJOBAHHE Y YEIOBEKA»
PAH (phenylalanine hydroxylase) — ren, koaupyromuii GepMeHT (eHUITATAHUHTHIPOKCHIIA3Y
PCBD  (pterin-4-alpha-carbinolamine  dehydratase) @—  depment  nrepun-4-anbda-
KapOMHOJIaMHUHJIETHIpaTas3a
PTPS (6-pyruvoyl tetrahydropterin synthase) — depmeHT 6-THPYBOMI-TETPArHIPONITEPUH
CUHTa3a
SR (sepiapterin reductase) — dbepMeHT cenmuanTepuHpeyKTa3a
“ _ mpemapar BXOMWT B IMEPEUCHb JKU3HEHHO HEOOXOIMMBIX M BaKHEHIIMX JIEKapCTBEHHBIX
npenapatoB (Pacnopspkenue IlpaBurtensctBa PO ot 12.10.2019 Ne 2406-p «OO6 yTBepkIeHHH
MepeyHs KU3HEHHO HEOOXOAMMBIX M BaXHEMIIMX JIeKapCTBEHHBIX mpemapaToB Ha 2020 ron, a
TaKKe IepeyHell JIeKapCTBEHHBIX MpenapaTroB s MEAMIMHCKOIO MNPUMEHEHUS U
MUHUMAJIBHOTO aCCOPTUMEHTA JIEKAPCTBEHHBIX MIPENapaToB, HEOOXOMMMBIX IS OKa3aHUs

MEIUITUHCKON TOMOIITH



TepMuHbI U onpeaeIeHUs

l'unepdennnaianuneMuss — Tpylnma ayTOCOMHO-PEIECCUBHBIX  3a00JICBaHMIA,
0OyCJIOBJICHHBIX HapylICHHEM OOMeHa HE3aMEHHUMON aMUHOKHCIOTHI  (eHHIIAIAHUHA,
MOCTYIAIOIIEH B OPraHu3M YeJIOBeKa ¢ OETKOBOU MUILEH.

«MarepuHckasi (peHHIKeTOHYPHST» — dMOpuoderonarus, pa3BUBAIOLIASC Y U101 B
pe3ysbTaTte BO3JCHCTBUS TMPOJYKTOB aHOMAaJIbHOTO MeTaboim3Ma OepeMEHHON J>KCHIIUHBI C
(EHUITKETOHYPHEH TPU OTCYTCTBUH TUETHYECKOTO JICUCHUSI.

HeoHaTanbHBIi CKPUHMHT — MEIUIUHCKAS JUATHOCTUYCCKAs TEXHOJIOTHS CIUIONIHOTO
0e3BBIOOPOYHOTO  JIADOpaTOPHOTO OOCIENIOBAaHUS BCEX HOBOPOXKICHHBIX HAa HEKOTOPHIC
3a0osieBaHusl OOMEHa BEIIECTB, MPU3BaHHAs 00ECIICUYNTh CBOSBPEMEHHOE BBISBICHHE W HAYAIO

JIeueHus OOJbHBIX JeTel ¢ 1enbio IpcaAOTBpalliCHUSA UX WHBAJIUAU3 AU,



1. KpaTkasi ungopmanus mo 3a00/1eBAaHNI0 UM COCTOSTHUIO (TpyIme

3a200J1eBaHUI UJIM COCTOSIHUI)

1.1 Omnpeneaenue 3200JeBaHUSA WJIH COCTOSAHHUA (rpynnbl 3a00JJeBAHHH WU

COCTOSIHM)

l'unepdennnanaHuHeMu —  TpyIIa  ayTOCOMHO-PEIIECCHBHBIX  3a00JieBaHUM,

0OYCJIOBJICHHBIX HapylIeHHEM OOMEHa He3aMEHHMOW aMUHOKUCIOTHI (eHmnananuHa (DA),
MOCTYTAIONICH B OpraHu3M 4YelioBeka ¢ OenkoBod numied. ['unepdenmnananmaemun (I'DA)
00BETMHSAIOT HECKOJIBKO TeHETUYECKH TeTepPOreHHbIX (opM HapymieHuit oomena @A, cXOAHBIX
M0 KJIMHUYECKUM TpU3HaKaM: (EHUIKETOHYpPHUS U HapyIIeHUs OOMEHa TeTparuapoOuonTepuHa
[2, 16].

@enunkeronypus (PKY) — runeppenunananuaemuss (I'D@A), oOycroBieHHas
HEIOCTaTOYHOCThIO aKTUBHOCTH (peHmmananuuHruapokcmwnassl (@A) um mnpuBonmsamas K
HaKOIUIeHHUIO B opranuzMe @A u nmpoaykToB ero Mmeradbonusma [16, 17, 33].

Hapymenust oomena terparuapoduonrepuna (BHs-nedbunutnas @A) — rereporennas
rpymmna ['®A-cocTosiHMiA, BEI3BAaHHBIX JEQHUIMTOM OHOTO U3 (PEPMEHTOB, YUACTBYIOMINX B IETIH

OMOXMMMYECKUX NpeBpalieHuii Terparuapoorontepuna (BHa) [16, 17, 34, 35].

1.2 ITHoJOrug M natroreHes 3a00JeBaHus MJIN COCTOSHUSA (IpPVIIbI 3200J1eBaAHUMI

HJIN COCTOSTHUM)

B HopMe B opraHm3zMe 4YenoBeKa OCHOBHOE KOIMYeCcTBO PA yTHIM3HPYETCA MyTEM
MPEBpAIICHHUS] €r0 B THPO3WH, KOTOPHIA B CBOIO OYEpEIh CIYXKHUT CyOCTpaToM JUIsi CHHTE3a
OMOTeHHBIX AMUHOB U MenaHuHa. Jlumb Hebonbiioe konrnuecTBo DA MCnonb3yeTcs sl CHHTE3a
Oenka. IIpeBpamenue L-dpenunananvna B L-TUpO3UH OCYIIECTBIAETCS C MOMOIIBIO epMeHTa

®AT (puc.1).
0, H,0
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Puc. 1. Peaknus (1) — mnpeoOpazoBanue (eHWIalaHUHA B TUPO3WH MMOJ JACHCTBHEM
(eHnnanaHMHTPAPOKCUIIa3hl; peakuus (2) — terparuapoduonTeput (B npucyrcrsuu Fe2+) mox
neiictBueM  (epMeHTa  AUTHAPOOMONTEPHUHPENYKTa3bl ~ OKUCIAETCS 70  0oOpa3oBaHUs
JTUTUIPOOHONITEPUHA.

B ocnoBe maroreneza I['®A gmexut OnmokupoBaHue ruapokcuiupoBanus DA wu

IIPEBPALICHMS] €r0 B THUPO3UH. lIpAMBIM CIEICTBHEM 3TOT0 HapyLICHHs SBISIIOTCS HAKOIUICHHE
@A B opraHu3Me U CHIKEHUE oOpa3oBaHMsl TUpo3MHA. [Ipu BbICOKMX KOHUEeHTpauusx DA
OPOMCXOMUT AaKTHBALUS aJIbTEPHATHBHBIX IyTed ero wmeraboinm3sma ¢ 00pa3oBaHUEM
denunnupysara, (QeHmnaunerara, (EHWUIAKTaTa M JPYTUX [POU3BOJHBIX, OKAa3bIBAIOLIMX
TOKCHYECKHH 2P (dEeKT Ha pa3InyHbIC OpTraHbl U TKaHu [16, 17].

B nanOonpmieli creneHu CTpagaroT CTPYKTYPHI IeHTpanbHON HepBHOU cuctembl (LTHC).
[ToBpexaeHHe TOJOBHOTO Mo3ra cBsizaHO ¢ d3ddekramu u3dbbitka DA: aucbOamancom
AMHHOKHUCIIOT B TKaHSIX MO3ra, 00yCJIOBJIEHHBIM TOPMOXKEHHEM HX BCACBIBAHUS B JKEIYI0YHO-
KUIIEYHOM TpaKTe WM HapylIeHHeM peaOcopOlMM M3 IOYEUYHBIX KaHAJIbIEB B YCIOBMSX
n30bITOYHOTO copepkanust DA B )KUIKUX Cpelax OpraHu3Ma, He0OXOAUMBIX JIJIsl CHHTe3a Oelka,
HapyIeHHeM O0pa30BaHU WM CTAOMIM3AIMK NOJHMPUOOCOM, CHIDKCHHEM CHHTE3a MHEINHA,
HOpAJpEHAIMHA U CEPOTOHMHA, WIPAIOIIMX MCKIIOYUTEIBHO BaXXHYIO POJIb B CO3PEBAHHUU U
dbyukumonuposanuu LTHC [14, 16, 17].

DA sBisieTcs KOHKYPEHTHBIM HHTHOMTOPOM THPO3MHA3bl — KIIOUYEBOTrO (hepMeHTa
CHUHTe3a MejaHuHa. biokaga 3TOro myTH, Hapsjy C YMEHbIIEHHEM JOCTYIHOCTH THUPO3MHA,
IIPEeIIECTBEHHUKA MEJIaHUHA, TPUBOJUT K THIIONUTMEHTALMU BOJIOC U KOXH [3].

AxtuBHOCTh (epmenta @DPAI' 3aBHCUT OT TpeX OCHOBHBIX KodakTopoB: DAI-
ctumynupytomero Oenka (DPAI'C), terparugpobuontepuna (BH4) u MonekymsipHoro
kucinopona. @yuxuus BH4 3axmouaercs B crabwin3alud  4E€TBEPTHUHOM  CTPYKTYpBI
(pongunre) ®AI' u apyrux (epMEHTOB, YYAaCTBYIOIIUMX B THUIPOKCHIMPOBAHMM THPO3MHA,

tpunrtodana, aprununa (Puc. 2).
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Puc. 2. Pomp TerparmmpoOHonTepuHa B THIPOKCHIIMPOBAHUHM  apOMATHYECKHX
aMUHOKHCIIOT.

1.3 Dnuaemuosorus 3a00JeBAHUA WM COCTOSAHUA (rpynnbl 3a001€eBAHUNA WU

COCTOSIHU)

Yacrora '®A cpenu HaceneHus IUIAHEThl 3HAUYUTENbHO BapbUPYET B 3aBUCUMOCTH OT

nomynsitiuu: oT 1:4370 B Typuuu go 1:80500 B Anonuu. Hambonpiias pacnpocTpaHEHHOCTh
3a0o0JieBaHNE OTMEUYEeHa cpeau eBporeouiHoi packl [3-5]. ITo nanHbiM EBponeiickux 1eHTpoB
ckpuHuHra I'@A, gacrora 3a0oyieBaHUsS B BOCTOYHO-EBPOMNEMCKON MOIMYJSALMU BBIILIE, YEM B
NomyJsIIMsIX 3amajaa W roro-zamaga Esponel. B Upnanauu vacrora '@A cocraBnser 1:4500
1:7300, B Utanuu 1:12280, I'peunn 1:18640 [5]. B CxanaunaBckux nomynsiuusax yactota ['OA
HCKITFOYMTENIbHO HU3Ka, 0co0eHHOo B @unnsaauu 1:71000 u [eeruu 1:43230 [4, 5].

B Poccun no naHHBIM HeOHaTalbHOTrO ckpuHuHra yacrora '@A cocrasnsger 1:7000 u
Koselsercs B pa3inyHbIX pernoHax ot 1:4735 B Kypckoit obnactu go 1:18000 B PecniyOmnmke
Teia. B Cankr-IlerepOypre wacrora @A 1:7600, B Mockse 1:5600. ®AI-pepuuutnas 'OA
BeIsBIIsIeTCT B 97-98% cnmywaeB. BHi-nepuumtasie T'DA cocraBnsior 1-3% ciydaes,

BBISIBIICHHBIX B XOJI€ HEOHATAJILHOTO CKpUHMHTA [8].

1.4 Oco0eHHOCTH KOANPOBAHMS 3200J€BAHMS HWJIH COCTOAHHS (TPVIILI

3200JeBaHMIl M1 COCTOAHMIT) 1m0 MeKAVHAPOAHOH CTATHCTHYECKON KjaaccupuKkanumu

00Je3HeH ¥ MPodJaeM, CBA3AHHLIX CO 3I0POBbLEM

E70.0 Knaccuueckast peHUIKETOHYpHS

E70.1 Apyrue Buas! runepdeHunagaHuHEMUH
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KommenTapuu: x wraccuueckoir ¢enunkeronypun (E70.0) otHocsTcs T'OA,
0oOyC/IOBJIECHHbIE  NATOr€HHbIMU  Bapuantamu B re”e PAH. K  gpyrum  Buzam

runeppennnanannaeMuu (E70.1) — BHs-neguuutasie [OA.

1.5 Kuaccudbukanusi 3a00JdeBaHUs MM COCTOSIHMS (TpPyninbl 3200J1€eBAHUI WU

COCTOSIHMIA)

CymiecTByeT HECKONbKO TonxoaoB K kinaccudukanuu ['PA. Begensior DAT-

3apucumyto U GAIl-HezaBucumyo Gopmel ['A. B 3aBUCHMOCTH OT TSHKECTH M MAaKCUMAIIbHOU
KoHUeHTpauun @A B KpOBU 10 JIEYECHMs IIOCJIE€ YCTAaHOBKHM KIMHUYECKOIO JUAarHo3a WIU
CKPUHHMHIa HOBOPO’KAECHHOT'O BBIJEISAIOT JIETKYIO, YMEPEHHYI0 Win Tsxkenylo ¢opmbl ['OA
(ITpunoxenue I'1).

Jlerkass ¢opma I'DA T1peOyer HaOmoneHHsT W TpoBeAeHUs TudepeHIHaTbHONR
quarHoctuku. CTpororo JueTHyYeckoro jeueHus mpu 3Toil ¢opme I'DA, kak mpaBuio, He
Ha3HayatoT. [lanumeHTts! ¢ jerkoil popmoit I'A nomKHBI HaXOAMTHCS MOJ CHCTEMaTHYECKUM
HaOJII0ZIcHUEM Bpada ¢ KoHTposieM ypoBHs DA kposu [3, 16, 42].

Ymepennas popma DA moapaszymMeBaeT COXpaHCHHE YaCTUYHON aKTHUBHOCTH (hepMEHTa
OAT, tpebyer cobmroneHuss runoeHuwIaTIaHnHOBOM TUEThI, a TaKXKe MPOBEICHUS TecTa Ha
YyBCTBUTEIBHOCTh K CUHTETHUYECKOMY aHAJIOry TeTparuapodorontepua — Canpontepuny™** c
1[EJIBI0 €r0 Ha3HAYCHUSI COBMECTHO C TUTIO(GEHUTTIATAHNHOBOM 1ueToit [16, 28].

Tsoxenas popma DA oOycrioBieHa MUHUMaIbHOW akTUBHOCTBIO (hepmeHTa DAL, OHa
TpeOyeT coOI0ACHUsI CTPOrol THITOpeHUIaTaHMHOBON JAUETHI, @ B HEKOTOPBIX CiIydasx (mocie
OTpeieNIeHUs] TEeHOTHUIIA) MTPOBEACHUS TeCTa Ha YyBCTBUTENIBHOCTh K CamponTepuny** (koz mo
ATX A16AX07) c¢ 1menpio BbISBICHUS MOTEHIMAJIbHOM YYyBCTBUTEIBHOCTU TAalMEHTa K
KO(haKTOpPHOM Teparuu.

Ha ocHOBe [aHHBIX MOJIEKYJISPHO-TEHETHYECKHX HCCIel0OBaHUNH Obula  co3JaHa
coBpeMeHHas kinaccuukanus ['DA, koropas oTpakaeT 3TUONATOreHe3 3a0oJeBaHUsA
(Ipunoxenune A3.2) [6-13].

Oenunkeronypus (runepdenunananemus DAI-nedunutHas) obycrnoieHa IedheKToM
depmenta ¢penmnananuaruapoxkcunassl (OAI), npeobpazyromero @A B THPO3UH NPU y4acTUU
kodakTopa u manepona BH,s. Hapymenue pa6oret @Al npoucxoaut B pe3yiabTaTe MyTaluid B
reie PAH, pacnonararomemcst B peruone 12q22-q24.2. JlanHast HO30J10THsl SIBJII€TCS Haubosee
pacmpocTpaneHHO# ¢hopmoii 1 BcTpedaetcs B 98% Bcex cimydae DA [6, 7].

B mnHacrosiee BpeMs H3BECTHO HECKOJIBKO T'€HETHYECKH reTeporeHHbix ¢opm BHg—

nepuuutHbeIx ['@A (ycrapepiee HazBaHue «atunuyHas OKYy):
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1. BHs—nepumutnass T'®PA (tunm  A) o0O0ycinoBieHa HEIOCTATOYHOCTHIO  6-
nupyBowiTeTparyapontepuicunrassl - (PTPS),  ywactByromedi B mpoluecce  CHHTE3a
TeTparupoduonTepuHa U3 JUruaponeontepur tpudocdara. 3aboneBanre BbI3BAaHO MyTaIUeH
CTPYKTYpPHOTO reHa PTS LIUTO30JIbHOM 6-UPYBOMWITETPArUAPONTEPUHCUHTA3BL,
conpoBoXxaaeTcs (hepMeHTaTUBHOW HexocTtaTodHocThio PTPS B medenm m sputporurax. I'en
PTS pacnionoskeH Ha JJIMHHOM TIe4e XpoMocombl 11, B paiione q22.3-23.3 [6, 7, 9, 34, 35].

2. BHs—nepunurnas @A (tun B) o0ycioBieHa He10CTaTOYHOCTHIO T'yaHO3HHTPH-
docharnuxnoruaponassl 1 (GTPCH), koTopas GyHKIIMOHHUPYET HA HAYaJIbHBIX dTalax CHMHTE3a
BH4, mpeoOpasys ryanosun S'-tpudochar B aurumponeontepuHTprdocdar. DepmeHT
koHTpoaupyercsi reHoM GCHI, mokann3oBaHHBIM Ha JUIMHHOM IUIEYEe XPOMOCOMEI 14, B pernone
14922.2 [6, 7, 9, 34, 35].

3. BHs;—nepunutnas I'OA (tun C) oOycnoBieHa AePUIMTOM TUTUIPONTEPHU-
muapenyktassl (DHPR), koTopas konTponupyeT BocctanoBinenne BH4 u3 nuruapobuonrepuna,
obecrieunBasi ero peakTUBaIMi0. 3aboneBanue BbI3BaHO Myramnueir reHa QDPR, kotopsrii
pacroyio’eH Ha KOPOTKOM Iiiede XpoMocoMel 4, B peruone 4pl15.3 [6, 7, 9, 34, 35].

4, BHs;—nepunutnas ['A (tun D) oOycnoBiena nedpuuutoM mnrepuH-4-o-
kapounonamungeruaparassl  (PCD), koTopas Takke ydacTByeT B BoccTaHoBieHun BHa.
®epmenT koaupyercss reHom PCBD, nmokain30BaHHOM Ha JUIMHHOM IUIEYe Xpomocombl 10, B
paitone 10q22.1 [6, 7, 9, 34, 35].

S. JNODA-3aBucHMasi AUCTOHHUS, O0YCIIOBIEHA 1e(UIIUTOM CEMUANTEPUHPETyKTa3bl
(SPR), ycioBHO BxoauT B rpynny ['®A, Tak npu 3ToM 3a00jeBaHUN OOBIYHO HE HAOIIOJAaeTCs
noBeimeHust ypoBH DA B kpoBu. Tem He MeHee, ypoBeHb DA MOBBIIIAETCS] B TOJJOBHOM MO3Te
NanueHTa, 4To O0ycIaBiIMBAaeT Pa3BUTHE KIMHUYECKON KapTHHBI, CXOAHOW ¢ npyrumu BHai—
nepuuutHeiMu ['@A. 3aborneBaHue CBs3aHO C HEJOCTATOYHOCTHIO (pepmeHTa SPR, KoTOpBIH
OpUHUMAaeT  ydyacTMe€ B  3aKJIIOUUTENIbHOM  dTame  cuHTe3a  BHs.  AKTHBHOCTB
cenManTepuHpeyKTa3bl KoaupyeT reH SPR, pacronosxeHHbIH Ha JUIMHHOM TIJIEYe XPOMOCOMBI 2,
B peruone 2q13.2 [6-8].

6. T'mnepdenmnananuHemus 0O0e3 nepuIMTa TETparuApoOHOINTEpUHA 00yCIOBIEHA
mytanusiMu B reHe DNAJC12, koaupyromiem Oenok JDP1. benok JDP1 BbimonHsieT QyHKIUIO
cxoxyro ¢ BHy — sBisercs mramepoHOM Uit (epMEHTOB, y4YacTBYIOIIMX B MeTaboIM3Me
HelipoTpancMuTTepoB U onauare pepmenta DAL, Takum obpasom, aedekxt rena DNAJC12

NPUBOJIUT K pa3BUTHUIO peHoTHIA cXxokero ¢ BHs—nedunurapivu ['DA [6-8].
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1.6 Kianaudeckass KapTHHA 3200J1eBaHUS] MJIM COCTOSIHMA (rpynnbl 3a00J1eBaHui

HJIN COCTOSTHHUN)

Kaunnnuyeckue ocobennoctu ®AIl'-nepunntnoii 'PA (knaccnueckoii ®KY).

Knunnyeckue mposiBieHus: 3a001€BaHUs 3aBUCIT OT CPOKOB Hayalla Tepamnuu, TSHKECTH
noBpexaeHus gpepmenta. be3 apdexTuBHOI Tepanuu y OONBIIMHCTBA MAIUEHTOB C TSHKEIBIM
nepunurom DAI, u3BecTHbIM Kak kinaccuueckas DKV, pa3BuBaercs TsKenoe NOpakeHHE
HEPBHOM CHUCTEMBI, NPU CBOEBPEMEHHOM Hayaje TEpaluh €CTh BO3MOXHOCTb M30€KaTh
BBIPOKECHHBIX KJIMHUYECKUX TPOSBICHHUMA Oose3Hu [21].

IManuenTsl ¢ Tskesoi DA (kaaccuueckoin PKY) 6e3 repanuu.

B nepBeie Henenu xu3Hu et ¢ @A BeITIAIAT 300poBBIMUA. Manudectamnus 00J1e3HA
IPOUCXOJUT B BO3pacTe 2—6 MecsIeB MpU OTCYTCTBMM JMETOTEpAllUU, OTMEYAeTcs BSJIOCTb,
OTCYTCTBHE/TIOTEps] HMHTEpeca K  OKpYXKalolleMy, HHOrJAa HaoOOpOT, TOBBIIICHHAS
pa3apaXKUTENbHOCTh, 0ECIIOKOMCTBO, TUIIEPTOHYC MBIIIIL, TUIeppedIeKCHs, SK3eMaTO3Has ChIIIb.
XapakTepeH «MBIIIMHBIA 3amax» I0Ta W MOYH, KOTOPBIA OOBSCHSETCS BBIICICHUEM
¢dennnanerata, ¢eHmwIIEpyBata. Bo BTOpPOM MONYroguy KH3HM HAOIIOAAETCS perpecc B
MOTOPHOM U TICUXOPEYEBOM Pa3BUTUU: JETH IMEPECTAIOT pearupoBaTh Ha OOpAIIECHHYIO PEyb,
y3HaBaTh MaTh, HE (QUKCUPYIOT B3IJISA M HE pPEarupyloT Ha SpPKUE WIPYIIKH, HE
[IEPEBOPAUNBAIOTCS HA XKUBOT, HE CUAAT. PU3MUECKOE pa3BUTHE HAPYIIEHO B MEHBLIEH CTEIEHH,
OJIHAKO, BBISBIISIETCS HEKOTOPOE YMEHbILIEHHUE OKPYKHOCTH T'OJIOBBI MJIM Ja’K€ MUKpoOIe(ains,
Oosee mosgHee HpopesbiBaHHE 3yO0OB. Y OOJBIIMHCTBA HENEUEHBIX JETeH CBETJIble BOJOCHI,
roayoble Tia3a. Koxa MOYTH MOJHOCTHIO JIMIIEHA MeEJTaHWHA M MMEET MOBBIILIEHHYIO
YYBCTBUTEJIBHOCTb K MHCOJISILIMM U TpaBMaMm, IIO3TOMY HEPENKO HAOII0OJAI0TCs TsKenas DK3eMa,
JE€PMaTUT, POJUTUKYIISIPHBIN K€PaTO3, OBBIIIEHHAS CKIIOHHOCTh K THOMHUYKOBBIM HH(PEKLIUSIM.

IIpu oTcyTcTBHM JeueHUsl pa3BHBAaeTCsl TsDKedas yMCTBeHHas otcranocTh (1Q<50).
ONUIeNTHYECKUEe MPUCTYNBl IO THUIY «CajaaMOBBIX» IPHUIIAJKOB, «KHUBKOB», a0CaHCOB
BcTpeyatorcss 'y 50% OONbHBIX, OHM PE3UCTEHTHBI K IPOTUBOCYAOPOKHOM TEparuu.
DNWIENTUYECKYI0 aKTUBHOCTh TIPH MIPOBEICHUH dJIeKTpodHIeamorpadun perucTpupyror y 85—
90% OonbHBIX. BO03MOXHBI M Jpyrue HEBPOJOTHMUECKHE pacCTPOMCTBA —  aTaKCHd,
TUIIEPKUHE3Bl, TPEMOP PYK, Mape3bl MO LEHTPAIbHOMY THUIIy, YTO CBS3aHO C HapyLICHUEM
MIPOLIECCOB MMUETUHU3ALMN HEHPOHOB M CHUKEHHEM IUIOTHOCTH OEJoro BelecTBa T'OJIOBHOIO
Mo3ra. BcnenctBue XpoHHYECKHMX METa0OJMYeCKUX HapylIeHUH CHIXKaeTcsl oOpa3oBaHue
HEHpOTpaHCMUTTEPOB (H0paMHHA, CEPOTOHNHA, HOPAIPEHATIMHA).

B HacTodmee BpeMsl KiIMHUYECKHE NposiBieHUs ['PA mpakTHyecKu HE BCTpPEYarOTCs B

CBsA3H C paHHeﬁ JHArHOCTUKOM 00JIe3HU H CBOCBPCMCHHBIM HAYaJIOM JICUCHHA. OI[HaI(O B PCAKHX
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CIIy4asiX MalueHThl MOTYT OBITh «IIPOMYILEHBD» MPH MPOBEACHUM MAacCOBOTO CKPUHUHTA WU
POIMTENN MOTYT HE COONIOaTh Ha3HAYCHHYIO JAMETY, MO3TOMY clieayeT uckiodare [ DA npu
HESICHBIX CJIydasiX YMCTBEHHOH OTCTaJIOCTH y JI€TEH.

ManuenTsl ¢ Tskea0id PAI'-nepuunTHoi I'DA, HaXoAAIMECS HA JIeYEHUH.

Hecmotpss Ha panHHee Hayano JieYeHUS U COOJIIOJIEHUE TUETHI, Y MAIMEHTOB MOTYT
HaOJI01aThCSl KOTHUTUBHBIC HAPYIICHHS, XapaKTePU3YIOIINECs OCOOCHHOCTSAMHU 3PUTEIBHBIX U
UCTIOJIHUTENBCKUX (DYHKIUN, CHIPKEHHEM CKOPOCTH 00paboTKu MH(POPMAIIUN, HU3KUM YPOBHEM
KOHIEHTPAllUU BHUMAaHU, HAPYIICHUSIMU TUHAMUYHOCTH Tpoliecca 3alioMUHaHus, peun. Jaxe
IIPU HOPMAJIBHOM YPOBHE MHTEIUIEKTyaJIbHOrO pa3BuUTHS Yy 96% nereit ¢ [ DA onpenensarorcs
pa3IuYHblE U3MEHEHUS B SMOLIMOHAIBHOM cdepe, MElarole UX IMOJHOLUEHHONW COIMabHOM
aJanTalyy: CHUXKEHHE I103HABATEJIbHBIX CIOCOOHOCTEH, BBICOKMH YpOBEHb TPEBOMKHOCTH,
SMOLMOHAJIbHAs HEYCTOMYMBOCTh, THIIEPAKTUBHOCTD, ArPECCUBHOCTH [57, 59, 66].

Cpenu mManMeHTOB, TMOMYYaBIIUX TUNOGEHWIAJAHUHOBYIO JHETY C BKIIOYECHUEM
HecOaTaHCHPOBAHHBIX MPOAYKTOB JI€UeOHOr0 MUTaHUs, B 4 paza Ooublie jJeTell ¢ U30BITOYHON
Maccoi Tejla U 0)KMpPEHUEM, a Takke B 12 pa3 0ojblie — C HEJOCTaTOUYHOCTHIO MHUTAHUS IO
CPaBHEHUIO C OOJIbHBIMU, HAXOJAUBIIMMUCS HA JICUEHUH COBPEMEHHBIMU CIIEIHAIN3UPOBAHHBIMU
MPOJAYKTaMU Ha OCHOBe aMHHOKHCIOT 6e3 DA. [Ipu mo3gHem Havane TUETOTEpanuy MOMHUMO
COXPaHSIIOIIMXCS HEBPOJIOIMUYECKUX CHUMITOMOB OTMEYAIOT YBEIMUYEHHUE YHUCIIA HU3KOPOCIBIX
nerert (B 10 pa3), ¢ HemocTaTtoyHOCTHIO TUTaHusa (B 6,5 pasa), ¢ oxupenuem (B 7 pa3) mo
CPaBHEHHIO C TPYIION MallMeHTOB, KOTOPHIM JieueHHe ObIJIO0 HAYaTO CBOEBPEMEHHO [67].

Ha ¢Qone »nuMuHANMOHHON  aueToTepanmud  MOTYT  OTMeYarbes  Ae(UIIUTHI
MHUKPODJIEMEHTOB  (LIMHKA, CEJeHa, JKele3a, MeAd W  MarHus), KapHUTHHA, ©-3
NIOJIMHEHACHIIIEHHBIX YKUPHBIX KHUCIOT, BUTaMuHOB B6, B12, B9 (donueBoii kucinoter) [61-63].
MHoOruMu HccieoBaHUSMHM JIOKa3aHa BBICOKAs 4YacToTa ocTeoneHuM y OonbHbIXx ['®A mo
CpaBHEHMIO ¢ oOuiei momynsuued. OHAKO TOYHO HE YCTAHOBJIEHBI MEXAHU3Mbl YMEHBIIECHUS
MHUHEpaIbHON IJIOTHOCTH KOCTHOU TKaHH. BersBiiena CBSI3b IIPOLECCOB
pe3opommu/hopMUpOBaHUsT KOCTHOM TKaHW C TPUBEPKEHHOCTBIO K JHETOTEpanuu U
JOCTaTOYHBIM MOCTYTJICHHEM MUKPOAJIEMEHTOB C IPOyKTaMH CIIEUaIbHOTO nuTanus [68].

Onenka kauectBa xuM3HM Jnereil ¢ ['@A mnokasana, 4ro BCE €ro mnapaMeTpbl —
¢buznyeckoe, IMOLMOHANIBHOE, COLIMATbHOE (QYHKIIMOHUPOBaHKE, GYHKIIMOHUPOBAHUE B IIKOJIE/
JETCKOM CaJly — HUXKE 110 CPABHEHUIO CO 3/I0POBBIMU CBEPCTHUKAMHU. MaKCUMaJbHbIE pa3inyus
YCTaHOBJIEHBI y IIKOJIBHUKOB, YTO, 10 MHEHUIO aBTOPOB, CBSI3aHO C YBEJIMYEHUEM YMCTBEHHOU U
¢u3nueckoil Harpy3ku, HapacTaHHEM HaNpPsHKEHHOCTH BHYTPEHHHUX IICHXOAMOIMOHAIBHBIX

nporeccoB. [lpu 3TOM MOKa3aHO: YeM MO3)KEe Hayaro JieueHue y OonbHbIX ['DA, TeM Huxke
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IOKa3aTeau COLMAIBHOIO W POJEBOro (YHKIMOHMPOBAHUSA, a C YBEIMYEHMEM BO3pacra
00CIIeTOBaHHBIX JICTCH — HIDKE TIOKa3aTeIu UX aJanTalluy B KOJUICKTHBE [69].

Koppensinuss  Mexny mnoBblIIEHHBIMH ypoBHsMM DA B paHHEM BoO3pacTe |
JIOTOCPOYHBIM CHIKeHueM 1Q xopomo uzydena. Binusnue ypoBusa @A Ha IQ B TeueHue XU3HU
TaKXke ObLIO IOKa3aHO B HCCIIEJAOBAaHUAX Ha B3pOCHBIX. Tak, y TeX, KTO CHUXAET CBOIO
IIPUBEPKEHHOCTh JUETE C OTpaHUUYEHHBIM cojepxkanueM DA B 3peraoM Bospacte, [Q HEMHOrO
CHUYKAETCS, UTO enie O0JIbIIIe MOATBEPHKAAECT KOHIICTIINIO «IIOXU3HEHHOW» queThl [4, 57].

Tem He MeHee, AaXke MPU CTPOroM COONIONEHUM TUEThI C HU3KUM coaepxkanuem DA y
B3pOCJBIX MOTYT HaOJIOJaTbCsl KOTHUTUBHBIE HApYyLICHMs, TaKU€ KAaK CHUKEHHE S3BIKOBBIX
HAaBBIKOB, MMAMSTH, CKOPOCTH BOCIIPUATHUS U 00pabOTKH MHPOPMALUH, CTIOCOOHOCTH K O0YUEHHIO
Y UCIIOJIHUTENIbHON (yHKIMH [58].

B3pocible, koTopble He cOOMI0AAI0T TUeTy ¢ orpaHudeHueM @A 1 UMEIOT NOBBIIIEHHBIN
ypoBeHb DA B KpOBH, OOBIYHO IIJIOXO KOHLEHTPUPYIOT BHHUMAHHE M JEMOHCTPUPYIOT
3aMeIJICHHbIE JABUTaTeNIbHbIC peakuuu [29, 58].

CymecTByeT Takke OoJjiee BBICOKHI YPOBEHb TpPEBOKHOCTH, MACTPEecCHH, (GoOMi u
IIAHUYECKUX aTaK y JIUL, I[OJIy4aBIIMX JICYEHUE B JETCTBE, HO IPEKPATHUBIIUX TEPANHIO BO
BTOPOM JECATHIIETUH XU3HU. JTU JaHHbBIC, [10-BUINMOMY, CBA3aHbl KaK ¢ TEKYLIMMH, TaK U C
aHaMHECTUYECKHMHU JJAaHHBIMHU 110 cojepxanuto @A B kposH [3, 36, 60, 66, 67].

IMaumeHTHl ¢ MArKMM OHOXMMHYECKMM M KJIHMHMYeckMM ¢eHoTunom DAI-
nepunutHoi I'PA.

Cuuraercs, uro npu GAI-gepuuntHoit I'PA, naxxe ecnu koHueHtpauus A B miuazme
noctosiHHO Huxke 600 mMxmons/n (10 mr/mi, enuHuisl uamepenuss @A: 1Mr/an cooTBETCTByeET
Imr%, 60 MKMONbB/JI) y NAUEHTOB 0€3 AMETOTepallud, PUCK Pa3BUTUS HHTEIIEKTYaJbHBIX,
HEBPOJIOTUYECKUX M HEHPONCUXOJIOTHYECKUX HapyIIeHUH BbIIEe, 4YeM Yy JUIl 0e3 neduinmra
®AT'. DkcnepTsl pekoMeHAYIOT orpannyeHne @A a1 mo00ro nanueHTa, y KOToporo ypoBeHb
DA> 360 mxmonb / 11 (6 mr/m) [5, 17].

Onucansl cnyyan DAL ¢ gerkum nedpunutom DAL, y manueHToB ¢ HOpMalIbHBIM
WUHTEJIJIEKTOM, JHMarHo3 KOTOpPbIM YCTaHOBMJIM BO B3pOCIOM BO3pacTe IIpU BHE3AIHOM
YXYALIEHUS ICUXUYECKOT0 cocTosAHu [41, 60].

«MaTtepuHcKasi GQeHHUIKETOHYPHUSD.

Cungpom wMarepuHckod @DPKY — KOMIUIEKC CHUMIITOMOB, BO3HUKAIOMIUX Y JETEH
JKEHIIMH, cTpagaromux ['@A u He nosyyaBIIMX CHENMATU3UPOBAHHOE JICYEHUE (IMeTa U JIp.) B

Hpel"paBI/IIlapHHﬁ nepuoa U BO BpPEM: 6epeMCHHOCTI/I. CI/IHJIPOM Pa3BHUBACTCA B PE3YJIbTATC
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BO3/ICIICTBUS Ha IUJIOJ MOBBIIIEHHOTO conepkaHus PA U ero mMerabOJUTOB B KPOBHU MAaTEpH.
Boiaenstor ciaenyromnye nposiieHus cuaapoma Mmarepuckoil @KV [4]:

-3a7iepkKa BHyTpuyTpoOHOTro passutust (3BYP). Uacrora He oTnmyaercs oT oOIiei
MNONYJSILUM, €CIM MaTepuHCKue YpoBHU (DA KOHTPOIMPYIOTCS B TEUEHUE NEPBBIX AECATH
Henenb OepeMeHHocTH; puck 3BYP mmoma yBenmuuuBaercs, eciu  KoHIeHTpamus DA
ONTUMU3UPYETCA MO3THEE;

-mukponedanus. Puck cocraBiser 5-18% BO BpeMs OepeMEHHOCTH, TpPH KOTOPOH
ypoBeHb DA y MaTepl ONTUMU3HUPYETCS 0 OEPEMEHHOCTH M B TEUEHUE MEPBBIX JAECATU HEEIb.
Puck yBenmuuuBaercs 10 67%, eciu cooTBeTCTBYIOIKE YpoBHU DA HE NOCTUTHYTHI B T€UEHUE
30 Henmen» OEpeMEHHOCTH;

- BPOXKJICHHBIN MOPOK Cep/lla U Jpyrue Mmopoku pazButHs. [IoBbIIeHHBIE KOHIIEHTPAIIUU
®DA B marepuHCKON KpoBu (> 600 MKMOJB/I) BO BpeMsl paHHUX CPOKOB OEpEMEHHOCTH
OpUBOIAT MpuOIU3uTensHO K 8%-12% pucky mopokoB paszButus cepaua. dOeHoTunuueckue
OCOOEHHOCTH U JIpyrue BPOXKACHHBIC NePEKTHI (BKIIIOYAsT TPAXEOMHUIIEBOJHBIC CBHUIINM U Ip.)
TaKke ObUIM 3apPETUCTPUPOBAHBI Y JIETEH, POKIACHHBIX OT >KeHIIUH ¢ [[DA;

-UHTEJUIeKTYanbHbI  nedunut  (>90%). KpuTuyeckum  3HaueHUEM  SBISETCS
koHIeHTpanus GA B MaTepuHCKOM KpOBH, TOCTOSTHHO TpeBbliiaromas 360 MKMOJIb/II BO BpeMst
OepeMeHHOCTH, C 00paTHOM 3aBUCUMOCTBIO MEK/y KOTHUTUBHON (pyHKLIMEN peOeHKa U ypOBHEM
@A B MaTepuHCKOM KpoBH BbIIe 360 MKMOJIB/II;

[Ipu mocTOSIHHOM JIeYeHUU U KOHTpoJie ypoBHA DA KpPOBH PUCK BPOKIEHHBIX MOPOKOB
pa3BUTHS U101 Y )KEHIIMHBI ¢ ' @A MUHHUMAaIEH.

Kannuveckue ocodennoctn BH,—nepuuurnpix 'GA

Knunnueckn I'PA-BH; xapakrtepusyrorcs runeppeHmwIaIaHUHEMHUEH, Ie(UIUTOM
HEHPOTPaHCMUTTEPOB A0(aMUHA M CEPOTOHUHA, MPOTPECCUPYIOIUMHU HHTEIUICKTYaATbHBIMU U
MOTOPHBIMU HapyimieHussMu [4, 6]. s 3TUX HO30JI0THYECKHX (DOPM XapaKTepHO OTCYTCTBHUE
MTOJIOKUTEIBHON KIMHUYECKOM AMHAMUKHM Ha orpaHudeHue nocryrmieHns @A ¢ numed u Ha
dbone anexkBaTHOro CHMXEeHHUsT ypoBHSI DA kpoBu. be3 neuenuss BH,—nedururasie A tumsl
A, B, C uMeroT cXoHbIe KIMHUYECKUE CUMIITOMBI M XapaKTEPU3YyIOTCs paHHEeH MaHu(ecTauen
B MEpBble 3 Mecsla JKU3HU, a B IMOJOBHHE CIy4yaeB — B HEOHATalbHOM mepuoje. CrerneHb
TSOKECTU KIIMHUYECKHUX TPOSIBJICHUHN y JIeTEeH M B3POCHBIX BapbupyeT. [Ipu TsokenoM TedeHuu B
KJIMHUYECKOH KapTHHE MpeobsiagaeT ObICTPO Mporpeccupyronas 3afepika MCUXOMOTOPHOTO
pa3BUTHS, TOHHKO-KIIOHMYECKHUE CYIOPOKHBIE TMPHUCTYIBI, TMOBBIIIEHHAS BO30yIUMOCTb,
runeppedeKcus, MbIIIeYHass TUCTOHUS (TUMIOTOHUS MBI TYJOBHINA, TUIEPTOHYC MBIIIIT

KOHeqHOCTCﬁ), CHAaCTUYECKUI TeTpamape3, a TaKkKC OKCTpallupaMHUAHLIC CHUMIITOMBI
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(xopendopMHBIC THUNEPKWHE3BI), HAPYIICHUE TOXOAKH, TPEMOp, aTaKCHs, pPacCTPOMCTBa
TJIOTaHUs, TUIEPCATUBAIMS, HAPYIICHUS TEPMOPETYIALUH, MCceBOOyIbOapHbIE pacCTPONCTBa,
OKYJIOTHpHBIE KPHU3bl (3MH30JMUECKOE COAPYKECTBEHHOE OTKJIOHEHHWE TJia3, OOBIYHO
HAIpaBJIEHHOE BBEPX U JlaTepajbHO). B HEKOTOPHIX cilydasx HaOII0Jal0TCd H3MEHEHUS
BBIPQXCHHOCTU HEBPOJOTMYECKMX CHUMIOTOMOB B TEUEHHUE CYTOK: YXYALIEHHE BO BTOPOU
IIOJIOBUHE [JHS, a YTpOM, Iociie cHa — YyiaydiieHue coctosHus. llpy A u C tune BHi-
nepuuutHeix '@ A yacto BecTpeuaercs mukponedanus. Jlerkue popmbr BHs-nepummtaeix ['OA
MOTYT MPOTEKATh C MUHUMAJIbHBIMU KIMHUYECKUMU MTPU3HAKAMHU.

[ToBbimienre koHeHTpanuu PA B mia3mMe KpoBu MmanueHToB ¢ BHy-gedunutHbIMU
['®A MoxeT CWIIBHO BapbHpoBaTh OT Hebospmoi (He Oomee 360-600 MKMOIB/II) 1O OYEHB
BBICOKO# (2500 MKMOJIIB/JT), CXOTHOM ¢ TaKOBOM Ipu Kiaccndeckoit OKY.

VY yactu nanuenToB ¢ gedexramu rena GCHI1 npu poxnenuun copepxanne @A B KpoBH
MOJKET OBITb HOPMAJIbHBIM (TaKue CIy4au He OYIYyT BBISABICHBI IPU HEOHATAILHOM CKPUHUHTE),
HO No3Hee KoHueHTpauust @A nepuoanuecku MOKeT NOBBIIATHCS. B TKaHAX U OMOJI0rHYecKUX
KUJKOCTAX MallMeHTOB OOJIBHOIO OIpEAENseTCsl pPe3KOe CHI)KEHHE COJEp)KaHUs KOHEUHBIX
MeTaboIUTOB OMOTEHHBIX AMUHOB — FOMOBAHUIMHOBON U 5-TUIPOKCUUHIOIYKCYCHOM KUCIOT.

Henmocrarounocts 6-nmupyBomiarerparuaponrepuHcunrerassl  (BHs;—nepuunrHas
I'®A tum A).

DTOT BapuaHT SIBIIETCS HamOoJiee paclpOCTPAHEHHBIM, OH O0ycliaBiIuBaeT 0kojao 60%
Bcex cinydaeB ['DA c nepunmrom BHa. [IposiBisiercs B Tsokenoi (LeHTpajbHAs) U yMEpEHHOU
(mepudepuueckas) dopmax. IlepBas, nHanbonee yacto BcTpevaromascs (80%), Tsxenas Gopma
COIMPOBOXKAAETCA BBIPAXKEHHBIM CHIKEHUEM COJepkKaHHUsl OMOT€HHBIX aMHUHOB CEPOTOHMHA U
KaTeX0JIaMUHOB B 1IepeOPOCTTMHATBHOM KUIKOCTH (JIMKBOPE).

ITpu TswKENON (popMe HecnmenmMdUUEecKHUe CUMITOMBI MOTYT HPOSIBIATHCA C HEPBBIX
Hesenb JKM3HM peOEHKa: MbIIIeYHas TUIOTOHHUS, BSJIOE COCAHUE, CHIKEHHE JBHraTelIbHON
aKTUBHOCTH. HekoTopble neTu poXAAOTCS C MpPU3HAKAMHM 33JE€pKKU BHYTPUYTPOOHOTO
pasBuTus. HapyiieHuss co CTOpOHBI IIEHTPAJIbHOW HEPBHOW CHCTEMBI OOBIYHO CTAaHOBATCS
3aMETHBIMM B BO3pacTe OKoJI0 4 MecsleB. be3 mpuMeHeHus NaTOreHEeTHYECKOM Tepamuu y
HaIMEeHTOB OTMEYAIOTCS COHIMBOCTbD, Pa3ApaKUTEIbHOCTh, MbIIIICYHAs JUCTOHUS, TUIIEPKUHE3BI,
TUIEpTEepPMHUs], TUTIEPCATUBALUS U TPYAHOCTU C TJIOTAHUEM, Jlajee K YKa3aHHbIM CHUMITOMaM
MPUCOEAUHSIIOTCS  CYIOpPOrHM  (TOHHUKO-KJIOHMYECKHE,  MHUOKJIOHHYECKHE),  pa3BUBAETCS
yMcTBeHHast otctayniocTb. [lpu »3Toit (dopme wacto Habmromaercss Mukpouedamus [70].
[lepudepuyeckas  Qopma  xapakTepusyeTcs  HE3HAUUTEIbHBIM  CHUXKEHHEM  YPOBHS

HCﬁpOMeHHaTOpOB, HEBBICOKOM F(DA, Ooiee 6HaPOHpH}ITHLIM KIMHUYCCKHUM TCUYCHUCM C
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no3aHeld Manudecramnueit 1 ymepeHubiM nopaxenueM [{HC. Yxyamenue coctostHus 60JIbHOTO
OOBIYHO MPOUCXOAUT B TMOAPOCTKOBOM BO3pACTe€ M IMPOSIBISETCS HEHPOBETETaTUBHBIMU U
00JIEBBIMU ITPUCTYIAMH.

Hempocrarounocts ryanosuntpudocharuukiaorugpoaassl 1 (BHs—nepunurnas
I'®A tun B), npusogsmas k kiauauke ['DA-BH,B [6], takxke BozbiBaroT JJODA-3aBUCHMYIO
JUCTOHUIO, KOTOpPasi MOXKET HACJENO0BATHCS MO ayTOCOMHO-IOMHHAHTHOMY TuIly. [larmeHTs
UMEIOT TIPOTPECCUPYIONIYI0 HEBPOJOTUYECKYI0 CHMIITOMATHKY, OOBIYHO MPOSIBIISFOIIYIOCS
MsArge, yeM npu kinaccuyeckoil @KV B oTCyTCTBUM JIeUEHUS.

Henocrarounocts auruaponrtepuannpenykrasol (BH;—nepuuurnas I'@A tun C).
Knuanyeckre mposiBieHus 3Toi (POpMBI CX0XKHU ¢ KIMHUKOW Tipu Apyrux ¢opmax ['OA-BH,.

Henocrarounocts nrepuH-4-o-kapouHonamuuaeruaparassl  (BHs;—aedpunurnas
I'®A Ttun D) xapakrepusyerci J00OpPOKAaYECTBEHHBIM, MAJIOCUMITOMHBIM TEYEHHUEM
3aboneBanus. [6].

Hepocrarounocts  cenuantepuHpeaykrassl  (JOPA-3apucumasi  JUCTOHMS).
Onwucanneie ciaydan nedextoB reHa SPR He compoBoxmaroTcsi runepgeHuIaTaHIHEMUEH.
Knuanueckue mposisienus cxoausl ¢ [®A-BH, [64].

B wMmanmenuectBe MOryT oOTMeuaThCsi HeclneUU(DUUYECKHUE CHUMIITOMBL:  3aJepiKKa
MOTOPHOTO Pa3BUTHS W HU3KUI MBIMICYHBIH TOHYC. 3a0o0JieBaHHE OOBIYHO pa3BUBACTCS Ha
MEePBOM TOJIy >KH3HHU, MPOSBISACH NUCTOHUEH, 3a/IepKKON (opMUpOBaHUS TBUraTEIbHBIX W
pEUeBBIX HABBIKOB, MBIIIIEUYHOH CI1a00CThIO, IEHTPATHHON TUIIOTOHUEH, a TAaKKE OKYJIOTUPHBIMU
KpU3aMHU; BBIPAKEHHOCTh CHUMITOMOB KOJEOJEeTcs B TEYEHHE CYTOK (HOUBIO HaOiromaercs
YXYIIIEHUE, YTPOM, IOCJIE€ CHa — yiydlleHue cocTosiHus). llo3gHee dYacTto pa3BHBAIOTCA
HapyIIEeHUs CHA U TICUXOJIOTUYECKHE PACCTPONCTBA (TPEBOKHOCTH, pa3aApakUTeIbHOCTD). YacTo
BO3HUKAIOT WHTEIJIEKTyallbHbIE HApPYIIEHUS, HO Y MHOTHX OOJIbHBIX HaOJIIOJAOTCS TOJBKO
JIETKHE WM YMEpPEHHBbIe TPYIHOCTH Mpu 00ydeHuu. Pexxe pa3BUBalOTCA TaKHe CHMITOMBI, KaK
MapKUHCOHU3M (TpeMop, OpaJuKUHE3UsI, MBIIIEUHAss PUTHIHOCTD, 3aCTHIBIIIEE JIUIIO), TU3APTPHUS,
rutneppedIIeKcus, MOBBIIMICHHBIA TOHYC MBI KOHEYHOCTEW, BETeTaTWBHBIC HapymieHus. Bo
MHOTUX CIIy4asX TUCTOHUS M BBIPRKECHHBIE KOJEOAHUS CHUMITOMATUKH B TEYEHHE CYTOK
MPOSIBIISIIOTCS JIIIG Ha OoJiee O3AHEH cTaanu 3a00JIeBaHus.

[Tockonbky mpu 3TOM dopme Oone3Hn He Habmomaercs moBeimieHne A B KpoBH, a
MOAXOABl K TePanuu MPUHIUIHAAIBHO OTIMYAIOTCS OT BCEX NpYyrux (HopMm HapymieHWid oOMeHa
@A, Oonee neTalbHOE OMHCAHWE HEJOCTATOYHOCTH CEMUANTEPUHPEAYKTa3bl HE MPUBEICHO B

JaHHBIX KIMHUYCCKUX PECKOMCHOAIUAX.
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I'®PA 6e3 nepunura TeTparuaApoOMONTEpruHA, 00YCJOBJICHHAS MYTAUMAMH B IeHe
DNAJC12. J[lannas ¢opma OOBIYHO BBIABISETCS MPU CKPUHUHTE HOBOPOXKICHHBIX.
Knuandeckre cuMnToMbl cXoaHbl ¢ qpyrumu ' @A-BH, popmamu: 3amepikka ncuXxoMOTOPHOTO
pa3BUTHUA, TMOBBIINICEHHAs BO30YAMMOCTh, rumneppediekcusi, MbIlleyHas IUCTOHUS, B Ooiee
CTaplleM BO3pacTe — pa3jIMYHAasl CTENEHb HAPYUICHUsI MHTEUIEKTa. Y HEKOTOPBIX MAalMEHTOB B
nerctBe pasBuBaercsa JJODA-3aBUCHMBIN TAPKUHCOHOMONO00HBIN cunapoM. [Ipu maboparopHom
UCCIICIOBAaHUM BBISIBIISIIOT A€(QUIUT JOTMIaMUHA, CEPOTOHMHA B CIIMHHOMO3TOBOM JKUAKOCTH, U
HOPMAaJIbHBI METa00JIM3M TeTparuapoouonTepuna [65].

Taxum 06pazoM, MOKHO BBIIENUTH I1ecTh GpopMm ['DA, paznuyarommxcs mno noaxoaam K
JTUArHOCTHKE, JeueHuto u HaOmonenuto: DATl-pepunmurHas ['DA, nerkas ¢dopma (He
TpeOyrommast Teparuu a0 roxa), DAIl-nepunurHas ['DA ymepennas dopma, TpeOyromas
tepanun; OATl-nedpunutnas ['DA, tsxenas gopma, Tpedyromas tepanun; DAl -geduuTHAS
['®A, gyBcTBUTENBHAS K Tepamuu canpontepuHoM™*; BHjs-nedunutasie ['A; marepuHckas

OKY (kmaccuyeckas GeHUIKETOHYPHS, OEPEMEHHOCTB ).

2. /InarnocTuka 3a00J1eBaHUs WJIH COCTOSIHUA (TPyNNbI 3200/1eBaHUI WK
COCTOSIHUII), MEIMIMHCKHE MOKA3AHUSA W MPOTHBONOKA3AHNS K NIPUMEHEHHUIO

METOJA0B THAT'HOCTUKHU

Kpumepuu ycmanosnenusa ouaznosa.
Inasnvim  kpumepuem ouacnocmuku [ @A  asnaemces  nosviuenHoe cooepicanue

Genunananuna 6 kposu eviwe 2,0 me% (120 mxmonv/n), Komopwiii onpeodensemcs, 8 nepeyro
ouepedsb, NPu HeOHAMAILHOM CKPUHUHZE.

Huaenoz I'PA noomeepoicoaemcss npu HAIUYUU UIU  OMCYMCMEUU XAPAKMEPHBIX
KAUHUYECKUX —NpOsGIeHUll 3a0071e6anus 6 COYemaHuu ¢ NOBbIUEHHBIM —COO0ePIHCAHUEM
Genunananuna 6 kposu. /[nsa eepuguxkayuu ouacHo3a Heooxo00UMo OONOIHUMENLHOE NPOBEeOeHUE
MONEKYISIPHO-2EHEMULECKO20 mecmupo8aHus u onpedenenue COOMHOWEHUSL
Genunananuna/muposuna.

Obpawaem 6Humauue, 4mo, CO2NACHO MpPeDOBAHUAM K pa3pabomke KIUHUYECKUX
pexkomeHOayull, K  KAMXCOOMY  ME3UCY-PEKOMEHOayuu  HeobXo0uMo  YKa3vléamv  CUTLY
pekomeHoayuli U OO0KA3amenvHylo 0asy 6 COOmEemcmeuu cO WKALAMU OYEHKU YPOGHS
docmogeprocmu ookasamenvcms (V) u yposus yoeoumenvnocmu pexomenoayuti (YVP). [[ns
muoeux mesucoe YYP u V][] 6yoem HU3KuUM no npudurne Omcymcmeusi NOCEIUWEHHbIX UM
KAUHUYECKUX —UCCTIe008aHUll  8blcOK020 oOuzauna. Heesupas Hna >mo, oHu sensomcs
HeoOX00UMbIMU dNeMeHmamu 00C1e008anus nayuenma 0 YCMAaHo81eHUs OUa2HO3a U 8blOopa
MAKMUKU JIeYeHUS.
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2.1 Ka100bLI M aHAMHE3

BonpmmmucTBOo manuentoB ¢ ['A  AuarHOCTUPYIOTCS TMPU MPOBEACHUH MacCCOBOTO
CKpUHMHIA HOBOPOXJEHHBIX U IIPM CBOEBPEMEHHOM HAa3HAUYE€HUU CIIELMAIU3UPOBAHHON
JTUeToTepanuu 3a00jieBaHre IPOTEKaeT 0ECCUMITOMHO.

CrieKTp BO3MOXKHBIX )kajio0 y manueHToB ¢ ['@A, KOTOpbIM JUarHo3 yCTaHOBJIEH MO3IHO
WIA TpHU OTCYTCTBUU JICYCHHS, MOXET OBITb BeCchbMa IIUPOKUM U 3aBUCUT OT (HOPMBI
3a0oneBaHus (KIaCCHYECKOM MM HEKJIACCUYECKOH ), U HHIUBUAYAIbHBIX OCOOCHHOCTEH TeUCHHS
6ose3nu [6].

Kanoobl npu PAI-gepunuthHoli 'PA (kiaaccudeckoit PKY): obOmas 3amepxka
pa3BUTHUS, 3aJIepKKa pOCTa, 3aJEpikKKa PEUEBOr0 Pa3BUTHS, 3a/epiKKa COLMAIIBHOIO pPa3BUTHS,
MHTEJUICKTyaJbHAass HEIOCTaTOYHOCTh, AHOMAJIWU TMOBEJACHHs, JAeOUIUT BHUMAHHUA H
TUIEPaKTUBHOCTh, ayTOArpeccus, AeMPECCUBHOCTh, ayTU3M, HapyllIeHUE MaMATH, CYI0POKHbBIE
IOPUCTYMBI, MBIIICYHAS THUNOTOHHS, THUIEPTOHYC MBI KOHEYHOCTEH, TpeMop, MoTeps
JIBUTaTEJIbHBIX HaBBIKOB, TOILIHOTA, PBOTA, AHOMAJIbHBIN 3amax MOYH, MOTEPsI 3JIACTUYHOCTU
KOXKM, THIIONMMTMEHTAIMsl KOXKM W BOJIOC, OK3€Ma, KaTapakTa, MHKpouedatus,
runepdeHnnananiHeMuss W CHKeHue akTuBHocTH DAl 1o JaHHBIM  J1a0OpaTOPHBIX
WCCJICIOBAaHHM, KaJbIIUHATHI TOJIOBHOTO MO3ra, MopakeHue 0eoro BelecTBa roJIOBHOTO MO3Tra
o pezynbratam MPT ucciienoBanus.

Kanoobr npu BHi-nepunurnbix I'dPA (MoOryr coxpaHarbcs Ha (QoHE COOMIOACHUS

queTsl ¢ orpaHndeHneM PA): 3aTpynHEHUs TPyIHOTO BCKapMIIMBaHUSA, 3aJ€pKKa MOTOPHOIO
pa3BUTHS, MUKpoLedanys, MOBBIIEHHOE CIIOHOOT/AEICHNE, HApyILIEeHHsI TJI0OTaHUsl, COHJIUBOCTb,
NITO3, IUXOPAJI0YHbIE 3IU30/Ibl, FIKCTPAIUPAMHIHbIE HapyLIEeHUs (MTApKUHCOHU3M, XOPE0aTeTos,
Xopesi), SNU30/1bl KPaTKOBPEMEHHOTO OBICTPOr0 COKpAILEHNE MBIIIII.
Pexomenayercs: uckimounth ['DA Bcem marueHTaM Jr000TO BO3pacTta 0€3 yCTaHOBIEHHOTO
panee nuarHo3a ['@A, wuMeromuM XapakTepHble KIMHUYECKHE IMPOSIBIICHUS, TaKHe Kak
OTATOLICHHBIM ceMelHbl aHaMHe3 (IOBTOpHBIE MOTEPU OEPEMEHHOCTH, BPOXKJIEHHBIE MOPOKU
pasBUTHs IUIO/A, BKIIOYas JIOObIE KOMOMHAIMM  CJIEOYIOUIMX TIOPOKOB:  3aJIepKKa
BHYTPUYTPOOHOTO pa3BUTHS, MUKpoOLedanusi, MIOPOK Pa3BUTHUS TOJIOBHOTO MO3Ta, BPOKICHHBIN
MOPOK Cepala, IMOPOK pa3BUTUS KOHEYHOCTEH, TpaxXxeoNMIEBOAHBIN CBHIN); SMHUIIEICHS;
pas3In4Has CTENeHb YMCTBEHHON OTCTaIOCTH; POOJIEeMbI ¢ MOBEIEHHEM, BKITIOYast paccTpoiicTBa
AyTUCTUYECKOTO CHEKTPa; SKCTPAUpaMHUIHbIE HapyIIEHHs (B TOM YHCIIE MapKUHCOHOMOJ00HbIE
HapyIICHUs y B3POCIbIX); 3aTXJIbIM («MBIIIMHBINY, «BOMYMIIY)) 3amax Tesa; dK3eMa; CHIKEHUE
MUTMEHTAIUU KOXKH M BOJIOC C IEJIbI0 YTOUHEHHS Auariosa [2]

YpoBeHb yoenuTeJbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
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e PexoMmenayercsi uckimounTs ['@A y KEHIIMH PENpPOAYKTUBHOIO BO3pacTa, MMEIOIIHUX B
aHaMHe3€ HEBBbIHAIIMBAaHHE OCPEMEHHOCTH WM POXKJIEHHE MOTOMCTBA C IOPOKAaMH pa3BUTHS,
BKJIIOYAs JIFOOYI0 KOMOMHALIMIO 3a/IEP’KKU Pa3BUTHS IUI0JA, MUKPOIE(aTHIO/TOPOKH Pa3BUTHUS
TOJIOBHOI'O ~ MO3ra, BpOXKJIEHHBIM IOPOK  Ccepila, IOpPOKH Ppa3BUTHS  KOHEYHOCTEH,
TPaXEOIUIIEBOAHBIA CBUIL U JIp. C LIETbI0 TPOPUIAKTHKHN POKIECHUS O0JIBHOTO peOEHKA B CEMbE
[2].

YpoBeHnb yoenurensHocTu pekoMenanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e PexomeHayercsi NpOBOAMTH COOp TIEHEAJOTMYECKOro aHaMHe3a y  IalUeHTOB ¢
BBIIICONMMCAHHBIMHU KaJI00aMU C 1I€JIbI0 BBISIBJICHUS CIydyaeB BHYTPUYTPOOHOU TH0eu I10/1a OT
HEYCTAaHOBJICHHBIX IPUYMH, CIIy4yaeB PaHHEH AETCKON CMEPTHOCTH, a TaK)K€ MHBAJIUI0B JIETCTBA
B CEMbE M YTOYHEHUS JUarHosa [2].

YpoBeHb yoenuTeIbHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

JKanobwi u anamnes maxoice onucamnvi 6pd30€]l€ (KIUHUYeCKas Kkapmuhay.

2.2 duzukajabHoe 00cae10BaAHHE

e PexomeHayercsi TpOBEJACHHWE AHTPOIIOMETPHUYECKUX HCCICAOBAHMA BCEM MAIlMEHTaM C
nono3peHreM Ha ['DA ¢ 1enbio BBISIBICHUS 3aJI€P>KKH IICUX0-PEYEBOI0 PA3BUTHSI, OTCTABaHUS B
MOTOPHOM Pa3BUTHH, KOTHUTHBHBIX M ICUXUYECKHUX HapyeHuit [3].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapmii: npogoosm oyenky comamuuecko2o u He8poI02U4ecKo20 Cmamycd, OCHOBHbIX
AHMpoONnoOMempuyecKux nokasameneli (NOHUMCEHHOe NUMmaHue, OMCmMasaHue 6 pocme,
muxpoyegpanus). Knunuuecku euoumvie omrioHeHUs, 00YCI08NIeHHblE HACIEOCMBEHHbIMU
MemabonudecKumMy HApYWeHUsMU, y HOBOPOHNCOCHHLIX C (eHunKemounypueu, Kak npasuio,

omcymcmaeyom.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCAe10BAHUS

e Pexomenayercsi uccieoBaHHE YpOBHS (eHWIaJaHWHA B KPOBH B paMKax TPOBEICHUS
HEOHATaJbHOTO CKPUHUHTA BCEM HOBOPOXKIEHHBIM C IENbI0 (POPMUPOBAHUS TPYMIN PUCKA IO
['PA [Ommoka! UcTOYHHMK CCHUIKH He Haii/leH. |.

YpoBeHb yoenUTEILHOCTH peKoMeHanuu B (YpoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB — 3)

KommenTapuu: cxema neonamanvrno2o ckpununea npuseoena 6 npunodxcenuu b. Ckpununzosoe
obcnedosanue Ha I'PA omeeuaem 6cem NPUHAMBIM KPUMEPUAM NPOBEOEHUs] MACCOB020
CKpUHUHZA, BKIIOYAs COOMHOUuleHue 3ampam u 6ul200bl. [N CKPUHUH208020 UCCNEe008aHUSA

HanpaeaAromcsa cyxue nAaAnmHa Kpoeu 6 YCNmAHOGIEHHbIE CPOKU 6 CReyuaiu3upoeanHyro
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1abopamopuro  HEeOHamaibHO20  CKPUHUHeA — KOHKpemuoeo  pecuona.  Obwenpunsmole
peghepenchvie 3nauenus @A kposu 0-120 mxmonv/n (0-2 me%).
PexoMenayercsi uccieloBaHHE YpPOBHS (CHHUJIAJIAHMHA B KPOBHM BCEM IAalMEHTaM C
nogo3penueM Ha ['@A ¢ nenbto nposeneHus quaraoctuku ['OA [2].
YpoBenb yoeauTeabHOCTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 5)
PexomeHnayeTcsi IOBTOPHOE HCCIIEOBaHUE YPOBHS (PEHHIIATAHWHA B KPOBH HOBOPOXKICHHBIM
JIETSIM C TIOBBIIICHHBIM YPOBHEM ()eHHJIAJIAHUHA TI0 Pe3yJIbTaTaM IEPBUYHOTO TECTa C IIEIIBIO
noareepxaeHus ['DA [3, 125].
YpoBeHb yoeauTeIbHOCTH PeKOMeH1aluu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)
PexoMenayercsi B poiecce KOMIUIEKCHOTO ONPE/ICICHUsT KOHIICHTPAIMK Ha aMHUHOKHUCIIOTHI U
AIWIKAPHUTUHBI B KPOBH METOJIOM TaHJEMHOW MAacC-CIIEKTPOMETPUHU OIPEACTSATh YPOBEHB
(deHWIaNaHNHA W THPO3WHA B KPOBH, a TAKXKE COOTHOIICHHWE (DEHUIATIAHUH/TUPO3UH BCEM
narueHTaM npu 1moao3peHud Ha ['DA B J0OBIX BO3pPACTHBIX TPYIIAX C IENbI0 BBISABICHUS
HapyIIeHUs COOTHOIIeHUs (eHmnananud/Tupo3ud [Omuoka! UcTOYHNK CCHUIKH He HaM/eH.,
5].
YpoBeHb yoenutenabHocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTtapuii: npu ['®@A xonyenmpayus @A npesviwwaem 120 mxmonv/n (2 me/on). B nopme
coomHoulenue genunaranun/mupo3un menee I, coomnouienue oonee 3 yKazviéaem Ha 8blCOKVIO
seposamuocmo Hedocmamounocmu DAL [4]. Bonee maxcenvie popmol nedocmamounocmu PAI
C NOJHOU nomepell akmusHocmu @epmenma (Hepeoko HaszvleaeMvle «kaaccuueckou DPKYy)
conposodicoaromces nogviutenuem konyenmpayuu @A oonee 1200 mxmonw/n (20 me/on) [5].
PexoMenayercsi  MOJIEKYJISIPHO-TEHETUUYECKOE  HCCleoBaHMe MyTanuii B reHe PAH
(pennnkeToHypHs) B KPOBH BCEM MallMeHTaM ¢ KIWHUYEeCKHM auarHozoM OKY wumm 'OA ¢
HENbI0 TOATBEPKACHUS KIMHUYECKOTO JuarHosa, auddepeHnuansHol AUarHOCTUKH U
OTpe/ieIIeHUs] PUCKOB HACJICJACTBEHHOW ATOJIOTHH B ceMbe [8-13].
YpoBeHb yoenuTeILHOCTH peKoMeH1aluu B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 3)
KommenTapuii: max owce ¢ yenvro ymouneHus: OuacHosa u npogederus oughghepenyuanvbHol
OUACHOCMUKU NPOBOOSIM MONEKYIAPHO-ceHemuyeckoe ucciedosanue cenos PTS, QDPR, GCHI,
PCBD, SPR, DNAJC12. Komnrexc uccredosanuii 0t OUAZHOCMUKU (eHUTKeMOHYPUU 8KII0UEH
8 HOMEHKIAmypy MeOUYUHCKUX YCILYe.

Aneopumm JIHK-0uaenocmuxu I’ @A npedcmasnern 6 npunosxcenuu A3.4.

Monexynapno-eenemuueckas — ouacrocmuxa  ({HK-Oouaenocmuka) moocem — Ovims
nposedeHa ciedyiouumMu Memooamu.

1. Iouck wacmuix mymayuii 2ena PAH [8];
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2. Cexgenuposanue no Ceneepy cenos PAH, PTS, ODPR, GCHI, PCBD, SPR,
DNAJC12;

3. Ilanenvnoe, NOIHOIK30MHOE UMU  NOJHOCEHOMHOE MACCOB0€  NAPALLENbHOE
CEeKBEHUPOBAHUE C NOCAEOVIOWUM NOOMBEPICOCHUEM Pe3YIbmamos Memooom
cexgenuposanus no Ceneepy [9, 10].

Pe3ynomamui eenomunuposanus mpaxmyomcs 6paiom-2eHemuKom U UCHOAb3YIOMCA OJIA:

1. Cemetinoco koncynbmuposanus, onpeoenenusi pucko8 HAC1e0CmEeHHOU Namoaocuu
07151 POOCMBEHHUKOB NPOOAHOA, NIAHUPOBAHUSL DepeMEeHHOCMU,

2. Jlugpgepenyuanvroti ouacnocmuku @PKY, BHy-0edpuyumnoii ' A munos A, B, C, D,
HODA-3asucumort oucmonuu, ne-BHs-oepuyummnoti 'dA [8, 9, 10];

3. Onpedenenus  NOMEHYUANLHOU  YYBCMBUMENbHOCMU UMW  NOMEHYUATLHOU
HeuygcmeumenvHocmu nayuenmos ¢ @KV k mepanuu papmaxonocuueckumu
ananocamu mempacuopoouonmepuna [11, 12, 13].

Hcxo0s u3z OaHHbIX 2eHOMUNA MOJNCHO CYOUMb O NOMEHYUAbHOM Omeeme nayueHma Ha
mepanuio GapmaxoiocuiecKumu analocamu mempazuopoouonmepuna (canponmepun™*, BHy).
Ilpu ycnosuu, umo namoceHHbvlli 6apuanm Xxoms Obl 00HO20 U3 ajlenell NpUeoOUm K
Gopmuposanuto benxka-ghepmenma, obradarueco OCMAMOYHOU AKMUBHOCNBIO, NAYUEHMY
ModHcem Oblmb peKOMEHO08AHO NposedeHue Hazpy3ouno2o mecma ¢ BHy (canponmepunom™*).
Pexomenayercst B TIpollecce MPOBEACHHUS KOMIUIEKCA WCCIENOBAHUN Uil JTUATHOCTHKHU
(EHWIKETOHYPUU TMPOBOIUTH MOJICKYISIPHO-TEHETUIECKOE WCCIICOBAHNE BAapUAHTOB B TE€HAX
PAH, PTS, QDPR, GCH1, PCBD, SPR, DNAJC12 B kpoBH BCEM TaICHTaM C
runepdeHnnaiaHnHeMueii, y KOTOPbIX HE BBISBICHO YacThIX MATOTCHHBIX BAapHAHTOB B TEHE
PAH st yrounenust popmsl 3aboseBanus [8-13].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun B (YpoBeHb J0CTOBEPHOCTH J10KA3aTeIbCTB — 3)
Pexomenayercst B TIpollecce MPOBEACHHUS KOMIUIEKCA WCCIENIOBAHUN Ui JTUATHOCTHKH
(EHWIKETOHYPUU TIPOBOJMUTH HCCIICIOBAHUE COJEP)KAHUS NTEPUHOB B MOYE MAIUEHTAM C
HEOJIHO3HAYHBIMU  pe3yJibTaTaMH  MOJICKYJISIPHO-TEHETUYCCKOW  JIMarHOCTUKH  W/WIH
HECOOTBETCTBUE TSHKECTU KIMHUYECKOW KapTUHBI YpOoBHIO DA KpPOBH C IENbIO JAUATHOCTUKU
BH;-nedunurnoit DA [6, 7, 87].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTapuii: ouacnocmuyeckue 3HaueHusi (QeHUIAHAHUHA U NMEPUHOB 6 KPOSBU, Moue U
CHUHHOMO3208011 JHcUOKocmu npeocmasietsvl 6 npunodicenuu A3.3 [6, 7]. Ilockonvky degpuyum
BH, obOvedunsem epynny 3abonesanuti, xomopvlie MO2ym  8blAGIAMbCA € NOMOWBIO

HeoHamanvHo2o ckpununea Ha I'PA, Ho me mo2ym Oblmb UOEHMUPUYUPOBAHBL DYIMUHHBIMU
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CKPUHUH2OBLIMU MEMOOAMU, CeleKMUsHbull cCKpurune Ha Oegpuyum BH4y neobxooum xasicoomy
HOBOPOJICOCHHOMY C Yypo8Hem ¢henunananuna 6 niasme eviwie 120 mxM/n, a makace oemsm
cmapuie2o o3pacma ¢ I DA u neeponocuveckumu CUMRMOMAMU.

Pexomenayercst B Ipolecce MPOBEACHUS KOMIUIEKCA HCCIEIOBAHUM Uil JIUMArHOCTUKU
(eHUIKETOHYpUU MIPOBOJUTH MIPOBECHUE HATPY30YHOIO TECTA C CAlpoNTepuHOM™* (B TeUeHUE
He MeHee 48-4acoB) MamMEHTaM cTapiie roja ¢ MyTtamusmMu B TeHe PAH, kotopsie
ACCOIIMMPOBAHBI C YYBCTBUTEIBHOCTHIO K BH4 ¢ menbro onpenenenust orBera Ha KOGaKTOPHYIO
tepanuio [3, 5, 12, 15].

YpoBenb yoeauteabHOCTH pekomMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4).
PexoMeHyeTcsl HCIIONB30BaTh MAaKCUMAIbHYIO JO3UPOBKY camponrepuHa*™* (20 mr/kr) s
MPOBEJCHUS HArpy304HOrO0 TECTa Y BCEX IMAIMEHTOB C LENbI0 0ojiee OOBEKTHUBHOW OIICHKHU
otBera [3, 5-7].

YpoBeHb yoenuTebHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4).
He pexomenayercsi omnpenenenue akTUBHOCTH (epmenTa DAL B meuenu manuentam ¢ ['OA
JUTSI CKPUHWHTA WM JIPYTHX JTAArHOCTUYECKHX TECTOB C IICNIbI0 UCKIIIOYCHHS MPOBEICHUS 0e3
KpallHe HEOOXOJMMOCTH MAHUITYJISIIIUN, COMPOBOXKIAIOIINXCS BBICOKUM PHUCKOM pa3BUTHUS
OCJIO)KHEHuA [4].

YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: axmusnocmo gpepmenma QAL moxcem 6vimb onpedenena moabkKo 8 MKAHAX
neyeHu U novex, NOJYYEeHHbIX @ pe3yivmame Ouoncuu. Beuody 6vlcokux puckoe ocnodxicHeHut
Memoo0 He UCNONb3Yemcsl 01 CKPUHUH2A UTU OpYeUX OUASHOCMUYecKux mecmoes [4].
Pexomennyercst mnpoBeneHue oOmEero (KIMHUYECKOTO) aHajlu3a KpOBH, aHaiu3a KpOBU
OMOXMMHYECKOTO OOIIETepPaneBTHUECKOT0, 001Iero (KIMHUYECKOT0) aHal3a MOYH, MalueHTaM
¢ 'DA mpu mpoBeneHHWH HArpy304HOTO TecTa C CampoONTEPUHOM™™ ¢ TENbl0 OIEHKHU
(YHKIIMOHAJIBHOTO COCTOSIHNSA BHYTPEHHUX OPraHOB M HYTPUTUBHOIO cTaTyca namuenta [44, 94,
131].

YpoBenb yoenureabHocTH pekoMeHaanun C (YpoBeHb JTOCTOBEPHOCTH J0KA3aTEJbCTB — 4)
KommeHnTapum: npu euinonmenuu ooOwjeeo (KIUHUYECKO20) aHAnu3a Kpoeu Npo8oosm
uccnedosanue YposHs 00uje2o0 2eMo2100UHA, IPUMPOYUMOS, JIeUKOYUMO8, MpoMOOYUmos 6
KpO8U,  OYEHKY  2eMamoKpuma, Uccie0o8aHue CKOpOCMU  OCeOaHUs  IpUmpoyumos,
oughghepenyuposannvitl. noocyem neUKOYumos (leUkoyumapuas @Gopmyia), npu nposedeHuu
aManu3a Kposu OUOXUMUYECKO20 00ujemepanesmuyecKko2o npogoosam onpeoeieHue aKkmueHoCmu
acnapmamamuHompancgepasoi, AnaHUHAMUHOMpaHncgepasol, JIaKmamoe2uopo2enasol,

wenoynol ocamasel, 2amma-eNIOMaAMUIMpancgepasvl 8 Kposu, UCCIe008aHue YpPOoGHs
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XonecmepuHa JUNONPOMEUHO8 HU3KOL NJIOMHOCMU, XOJeCmepuHa AUNONPOMeUHO8 BblCOKOU
NIOMHOCMU 8 KPOBU, UCCTIe008aHUe YPOBHS 00uje2o bunupyouna, xoiecmepuna, mpueiuyepuoos,
anbOyMuHa, 2n0K03bl, KPeamuHUuHd, MOYesuHbvl, obwezo Oenka, Hampus, Kdaius, 00ue2o
Kanvyus, UOHUSUPOBAHHO2O KaNbYUs, HeopeaHuuecko2o ¢ocgopa, ¢eppumuna 6 Kposu,
onpeoeieHue cOOmMHoueHUs: OeIKo8blX pakyuii memooom sekmpogopesa.

Pexomenayercs uccieoBaHue oO0mIero (KIMHUYECKOTO) aHallM3a KPOBH BCEM IAllUEHTaM C
DA nnis OHEHKM OCHOBHBIX MAapaMeTpPOB KPOBETBOPEHUS M HAIWYHS — BOCTAIUTEIBHBIX
mporeccos [90, 95, 119, 120].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
PexoMenayercsi uccienoBanue oOmero (KIMHAYECKOrO) aHajiu3a MOYM BCEM MallMeHTaM C
['®A c uenbto BoisiBieHus kpucrtawtypuu [90, 93, 95].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)
Pexomenayercsi TpoBeleHHE aHAIM3a KPOBH OHMOXUMHYECKOIO OOIIETEeparneBTUYECKOTO
naiueHTaMm ¢ '@A ¢ 1enblo OLEHKU COCTOSHUS TEUYEHH, MOYEK M BBISBICHHUS OTKIOHEHUMN
BXHBIX OMOXMMHUYECKUX MTOKa3aTeNeH s nanpHewmei koppekuu [90, 95, 112, 121].
YpoBeHb y0eIUTEIbHOCTH PeKOMeHIaluii A (YPOBEHb H10CTOBEPHOCTH 10KA3aTeIbCTB — 2)
KomMmenTapuu: npu npogedenuu ananiusa Kposu OUOXUMUYECKO20 00ujemepanesmuiecKo2o
npogoosim onpeoeneHue aKmueHoCcmu acnapmamamunompancgepasvl,
ANaHUHAMUHOMpPaucghepasvl,  1aKMamoecuopo2eHasvl,  wWeiounou  ¢ocgamasvl, eamma-
enomamuimpancgepasl 8 Kposu, Uccied08aHue YpoeHs Xorecmepuna JunonpomeuHos8 Hu3Kou
NJIOMHOCMU, X0JleCIepuna TUNONpOmMeUuHo8 8blCOKOU NIOMHOCIU 8 KPOBU, UCCIe008aAHUe YPOBHS
obueco OUNUPYOUHA, XONeCmepuHa, Mpueiuyepuoos, arbOyMuHd, 2I0Ko3bl, KpeamuHUuHd,
MoueguHnbvl, 00we20 Oenxka, Hampus, Kaaus, o0we20 Kanibyus, UOHUSUPOBAHHO20 KANbUYUS,
Heopeanuueckoz2o @Gocgopa, heppumuna 6 Kposu. onpeoeieHue COOMHOULeHUsT OeNKOBbIX
@pakyuii memodom snekmpoghopesa.

Pexomennyercsi uccinenoBanue ypoBHs 25-OH Burammna [| B xpoBu manuentam ¢ A ¢
[ENbI0 TOJJEpKaHUsT OallaHCca UM CBOEBPEMEHHON KOPPEKIIMH BAKHEHIIMX HYTPUEHTOB IMPHU
TUEeTOTepanuu, KaiubliueBo-pochopHoro oOMEHa U  BBIABICHUS OTKIOHEHHH Ba)KHBIX
OMOXMMHMYECKHX MOKa3aTeJIeH ISl JaybHeHIen koppekuuun [95, 121].

YpoBeHb yoeauTeIbHOCTH peKOMeH1aluii A (YpoOBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 2)
Pexomenayercst omnpeneneHue ypoBHsS ButamumHa Bl2 (umaHokobamamMuH) B KpOBH,
UCCIIEIOBAaHUE YPOBHSA (DOJMEBOW KHCIOTHI B CBIBOPOTKE KPOBH C IIENBIO CBOCBPEMEHHOM
KOPPEKLUHU NP BISBJIEHUU OTKIOHEeHM [95, 112, 121].

YpoBeHb yoenuTeIbHOCTH PeKOMeH1aluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 2)

24



e PexkomeHayercss uCCl€JOBaHME YpPOBHS T'OMOLMCTEMHA B KpoBU namueHtam c¢ ['@A mno
MOKa3aHMSM C [EJIbI0 OICHKHM PHCKa Pa3BUTHsI CEPACUHO-COCYAUCTRIX 3abomeBanmii [111, 112].
YpoBeHb yoenuteasHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

e Pexomenayercs ornpeneieHre COOTHOLIEHUS (peHUTaNaHnHa/TUpo3uHa KeHiuHaMm ¢ I'OA npu

HACTYIUICHMH OEpeMEHHOCTH C LEeNbI0 CBOEBPEMEHHOW JIMAarHOCTUKH/TIPEIYNPEKACHUS
SIBJICHUM, BBI3BAHHBIX I€(UIIUTOM TUPO3WHA/M30bITKOM (ermnnananuna [113, 132].
YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbLCTB — 4).
KomMeHnTapuu: npu npumenenuu o2panHuyumensbHol Ouemsl 803MONCHO pazsumue deduyuma
He3aMeHUMbIX AMUHOKUCIOM, 6 YaCmMHOCMU — mupo3una. Hccireoosanue npogooumcs
Memoo0oM MAHOEMHOU MACC-CNEKMPOMEMPUL.

e PexoMeHayeTcsl MCCIIEIOBAHNUE YPOBHS IUIFOKO3bI B KPOBHU KeHIMHaM ¢ ['@A npu HacTyrieHun
OEpPEeMEHHOCTH C 1IeTIbI0 KOPPEKLUH Teparnuu [72].

YpoBeHb yoenuTeIbHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

2.4 UHCTpYMeHTAJbHBbIE JMATHOCTHUYECKHE MCCIETOBAHMSA

e PexomeHayeTcsi MpoBeJIeHHE MarHUTHO-PE30HAHCHAs TOMOIpadus rOJIOBHOIO HAaIMEHTaM CO
BceMHu Gopmamu ['DA npu HanMYMKM Yy HUX HEBPOJIOIMYECKOM CUMITOMATUKU Ul BBIBIECHUS
IPOTPECCUPYIOIINX U3MEHEHU Oenoro BemecTBa mosra [ 14, 45].

YpoBeHb yoenuTEeILHOCTH peKoMeH1aluu B (YpoBeHb 10CTOBEPHOCTH I0KA3aTENILCTB — 3)
KommeHTapuii: 603mooicno  npogedenue MacHUMHO-pe30HAHCHOU MOMOZpaguu  201068HO020
Mo032a ¢ npumMeneHuem KOMOUHUPOBAHHO20 UHANAYUOHHO20 Hapko3a. ¥ 90% nayuenmog ¢ [ DA
HaO.I00aemcs npozpeccupyroujee nopadceHue Den02o 6ewecmed Mo32a 0axice npu OMmcymcmeuy
Hesponoauveckux Hapyuenuti. C 603pacmom y HelieyeHblX uiu yYueoulux ¢ ouemvl nayueHmos
usmenenuss na MPT 6onee evipascenvi. Cyumaemcs, umo 6vicokuti ypogenb DA y neneuenvix
NAYUeHmos8 npensamcmeyem MUeruHu3ayuy HetipoHo8 mMo3ed, 6 mo 6peMs KAk 6 ciyyae panHezo
nevenus Qopmuposanue mueruna He Hapywaemcs. Iloepescoenue muenunogoi 0060104KU
ModHcem npoucxooums noo enusHuem nosviuenus PA na gone pacwupenus unu omkaza om
Oouemvl, a makaice 8 pe3yibmame HU3KOU Komniaenmuocmu nayuenma [14].

e Pexomenayercss mpoBeAeHHE KOMIBIOTEPHOM Tomorpaduu rojoBHOro mosra jaersm ¢ BHa—
nepuuutHot ['DA 1npu HAIMYUKM  HEBPOJIOTMYECKOH CHMIITOMAaTHKM JJIsi  BBIABICHHS
kanpiudukaros [108, 133].

YpoBeHb yoenuTeILHOCTH 10Ka3aTeIbcTB C (YPOBEHD JOCTOBEPHOCTH peKoOMeHaanuu — 4)
KommeHTapuii: 603mooicHO npogedenue KOMNbIOMEPHOU momozpaduu 20106H020 M032d C
npUMeHeHUueM KOMOUHUPOBAHHO20 UHATAYUOHHO20 Hapko3a. Ilpu omcymcmeuu neyeHuss 6

OA3aNbHBIX 2AH2IUSAX 20]I08H020 MO32d d)OpMuplemCﬂ Kaﬂbb;uqbul(’ambl, Komopble mocyni Obimb
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0OHApYIHCEHb NPU KOMNbIOMepHOU momocpagpuu. Hccnedosarnue oObIuHO Nposooumcs oemsam
cmapwe 3 nem. Y nayuenmog c¢ omixpwvimuim pooHuukom ¢ I'@PA 803M0d#CHO nposedenue
HetipocoHozpaguu 0Jisl 8bIAGNEHUSL NAMONIO2UU 20JI08HO20 MO32d.

Pexomenayercs poBeneHue snekrpodHiedanorpaduu (3317) mammentam co BceMu GpopmMamMu
I'OA npu HanMuuM HEBPOJIOTMYECKOM CUMIOTOMATHUKHU JUIsl BBISIBICHHUS OSMWICITHYECKOU
akTuBHOCTH [91].

YpoBeHnb yoenurensHocTu pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
Pexomenayercst mpoBeieHUE YIbTPa3BYKOBOTO HCCIIEJOBAHMSI TOYEK B CBSI3U C BBICOKOM
BEPOSTHOCTBIO pa3BUTHA y manueHToB ¢ ['DA mopaxkeHHs MOYEK C IeTbI0 CBOEBPEMEHHOMN
JTMArHOCTUKHU M TEPAlK JaHHbIX cocTostHui [109].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KomMmeHnTapuu: ob6wiuno 6 kavecmee CKPUHUHS-OUACHOCMUKU U OUHAMUYECKO20 KOHMPOIs
nposooumcs yibmpasgykosoe ucciedosanue (Y3U) nouex nayuenmam c¢ I'@A ona evissnenus
oucmemabonuyeckux Hegpponamutl, HehpoKaAILYUHO3A.

PexoMeHnayeTcsi  MPOBEACHHWE  PEHTTCHOACHCHUTOMETPHUHM  (MCCIEOBAaHWE  MHUHEPAIBbHOU
IUIOTHOCTH KOCTHO# TKaHMW) y maiueHToB ¢ [ DA crapiie 5 ner s IMarHoCTHKUA OCTEO0Iopo3a,
BBISIBJICHUS TPYIIIBI PUCKA IO OCTEONOPO3y M NPUHSATUSA NpoduaakTudeckux mep [48, 50].
YpoBeHb yoeIUTeILHOCTH peKoMeHaiuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 1)
Pexomenayercst perucTpanus SJIEKTPOKAPAMOTPAaMMBI M TMPOBEACHUE HXOKapAuorpaduu
narueHTam ¢ @A B cBs3u ¢ Ooyiee 4acThIM BBISBICHHEM IATOJIOTUU CEPJIEYHO-COCYTUCTON
CHCTEMBI /IS CBOEBPEMEHHOW JTUArHOCTUKH U CTapTa/KoppeKiuu tepanuu [134].

YpoBeHb yoenuTebHOCTH 10Ka3aTebeTB C (YPOBEHD IOCTOBEPHOCTH peKOMeHaanuu — 4).
Kommenrtapuii: nposooumcs snexmpoxapouozpaghua nayuenmam co ecemu popmamu ' @A,
npu HeobX00UMOCMU, NO NOKA3AHUAM, IXOKAPOUocpagusl.

Pexomenayercsi peructpanus 3JIEKTPOKapAUOTpaMMbl W/WIH TMPOBEIECHUE dXOKapauorpaduu
MaryeHTaM ¢ HapylIieHneM oOMeHa TeTparuapoOHoNTeprHa, MONTYYAOIIUM MpenapaTsl TPYIIIbI
NO04B nodamuHeprudeckue CpesicTBa, ¢ eabi0 KOHTPOIIst TOOOYHBIX 3 dekToB neueHus [87].
YpoBeHnb yoeauTebHOCTH 10Ka3aTeqbeTB C (YPOBEHD IOCTOBEPHOCTH PEKOMEHIauu — 5)
Pexomenayercst mpoBeeHNE YIbTPa3BYKOBOTO HCCIEIOBAHUS TUI0Aa OEpEeMEHHBIM KEHIIMHAM
c @A Ha cpoke 15-16 u 25-26 Hemenb OepeMEHHOCTH C LIENbIO MCKIIOYEHUS BPOXKIECHHBIX
aHoMmanuil pa3Butusd miona [74, 110].

YpoBeHb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD JIOCTOBEPHOCTH PEKOMEH AU — 5)
KommeHnTapuu: nokasano nposedenue ynvmpasgyKo8020 UCCLEO008AHUS NI00A IKCHEPMHO20

ypoeus. Ilpu mamepunckoi @KY nposooumcs ckpununeogoe yabmpazeykogoe UcCied08aHue
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npu cpokax o6epemennocmu 11-14 nedenv, 18-21 nedenro u 30-34 Hedenu, a makdice

donoanumenvHo 8 cpox 15-16 nedenv u 25-26 nedenv bepemennocmu..

2.5 nble AMATHOCTHYECKHE MCCIeT0BAHUS

Kouncynomayuu cneyuanucmos mocym okazol8amvCsi NayueHmam HaA pAa3HblX 2manax

OKA3aHUsL MeOUYUHCKOU NOMOWU, 8 MOM YUCTEe 8 NEPUOO OUACHOCMUKU 3a001e8aHUS.
Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAllMs) Bpaya-Te€HETUKA MEPBUYHBIA M MOBTOPHBIN
BCEM IAIIMEHTaM C YCTAHOBJIEHHBIM JuarHo3oM ['DA ¢ 4acToTOM, COOTBETCTBYIOIIEH BO3PACTY
NalMeHTa, C LEJNbI0 Ha3sHAYCHHS M KOPPEKIHUH JUETOTEPAIlluH, OCYIIECTBICHHS KOHTPOJS 3a
aJIEKBaTHOCTBIO €€ BBINOJIHEHUs [16].
YposeHb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
KommenTapum: nposodsm coop anamuesa u xHcanod; cocmasieHue poooCio8HOU, BU3YATbHOE
ucciredosanue ¢ npogeoeHuemM aHmponoMempuu: usmepenue pocmad, 6ecd, OKPYHCHOCHU 20N08bL.
Yacmoma — 6 3asucumocmu om eo3pacma nayuenma. llepsuunoe obcredoeanue nayuenma
00J21CHO ObIMb NPOBe0eHO He no3ouee 3 Hedelb JHCU3HU pebenka. OnmumanvHas dacmoma
HaON00eHUsl, CO2NIACHO e8PONELICKUM PEKOMEHOAYUUAM:

- 6 6o3pacme 00 1 2co0a — ne pedce 1 paza 6 2 mecaya

- ¢ 1 200a 0o 12 nem — ne peorce 1 pas 6 6 mecsyes

-c 12 00 18 nem — ne peoice 1 paza 6 6 mecsayes

- cmapuie 18 nem — ne peaice 1 paz 6 200

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

Coenacno mHenuio pabouetl 2pynnsvl pOCCUNCKUX IKCHEPMOB, UeNecO0OPA3IHO NPOBOOUNb
bonee wacmoe HabarOOeHUe nayueHmos 6 gozpacme 0o 1 2o0a — ue peoce 1 paza 6 mecay, c 1
200a — He pedice 1 pasa 6 3 mecaya, y bepemMeHHbIX — 8 3d8UCUMOCIU OM CPOKA 2eCMayui, He
pedice Ipas 6 2 nHedenu
Ecnu smo ne mooicem Ovbimo 6blnonHeHo 68U0Y YOANEHHOCMU MeCma HCUmenbcmea pebenKd, ¢
nayueHmom O0NHCHA ObIMb HAANCEHA MENeKOMMYHUKAYUOHHAS c653b [16].

s nogvluienuss KOMIIAEHMHOCMU ¢ 3aKOHHbIMU npedcmasumenamu pebenka ¢ I' @A 603moxcHoO
3anoiHeHue UHHOPMUPOBAHHO20 CO2NACUS O HEOOX0OUMOCMU COON00eHUs. mpeOOBaHUL 8payd U
neuenusi (Ilpunooicenue A3.5).

PexoMenayercsi mprieM (OCMOTp, KOHCYJIbTAIMs) Bpada-TeHETHKA MMOBTOPHBIN BCEM MalleHTaM
C YCTaHOBJIEHHBIM AHarHo3oM ['@A ¢ 4acToToi, COOTBETCTBYIOIIEH BO3PACTY MALMEHTA C LENbIO
KOHCYJIbTUPOBAHMsI, Ha3HAUEHUS] U KOPPEKIMU JAUETOTEPAINluU, OCYILECTBIECHUS KOHTPOJA 3a

AZICKBATHOCTBIO €€ BBIIIOJIHCHU A, Pa3bsACHCHUA PE3YJILTATOB na60paTopHor0 TCCTUPOBAHUA [16]
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YpoBenb yoeaureabHocTH pekoMenaanun C (YpoBeHb JI0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KomMmenTapum: nposoosm coop anamuesa u x#canob, eu3yanibHoe ucciedosanue ¢ nposedeHuem
AHMpPoONnoMempuu.; usmMepeHue pocma, 8ecd, OKpPYICHOCMU 20108bI.

Pexomenayercsi tmipueM (OCMOTp, KOHCYJbTAllMs) Bpaya-JAMETOJOra TMEPBUYHBIA BCEM
NanueHTaM ¢ YCTaHOBIEHHBIM auarHo3oM ['DA ¢ 1enbio JOMOTHUTEIBHOW KOPPEKUUU
nuerorepanuu [16].

YpoBenb yoenuteabHOCTH pekoMenanun C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTapumn: xoncyromayus épaua-ouemono2a nokazaHa nayueHmam ¢ yeaivlo OKA3aHUs
Ccneyuanu3upoBaHHoU MeOuyuHckol nomowu. Ecau 6 wmamnom pacnucanuu omcymcmeyem
8pau-0uemosio2, KOHCYIbMUposanue no Ouemomepanuu nposooum 8pay-2eHemuK, 6pauy-
eacmposumeponoz. Koncynomayus neobxoouma npu nepsutHom 00ci1ed008aHuu u oaiee He pejice
1 paza 6 mecay 6 meuenue 12 mecayes.

Pexomenayercsst mnpueM (OCMOTp, KOHCYJIbTAlMsI) Bpaya-AUETONIOTa TOBTOPHBIM BCceM
MAIUEHTaM C YCTaHOBJICHHBIM nuarHo3oM ' @A miist oneHku 3ppexTuBHOCTH AUETHI [ 16].
YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexoMenayercsi mnpuem (OCMOTp, KOHCYJbTallMsl) Bpauda-mieuaTpa WIM Bpada-TepaneBTa
MEPBUYHBIN MAallMeHTaM C YCTaHOBJICHHBIM Juarno3oM I'DA mpu mocTaHOBKE JUarHo3a u jalee,
KaXaple 6 MecsleB, Ui OLEHKH OOIIer0 COCTOSIHHS 3[0POBbS U ONPENCICHUS TAKTHUKU
nanbHeiei repanuu [16].

YpoBenb yoenuTeabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5)
Pexomenayercst npuem (OCMOTp, KOHCY/IbTAllMs) Bpaya-T€HETHUKAa MEPBUYHBIA U MOBTOPHBIN
BCEM TMalMeHTaM ¢ noao3dpeHueM Ha ['@A u moarBepkaeHHbIM auarHo3om ['DA ¢ nenbro
onpenenenuss Takthuku JIHK-mmarnoctuku, wHTEprpeTanuu Moiy4eHHbIX pe3ynabraroB JIHK-
JUardocTuku [72-74, 110, 126].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)
Pexomenayercst mpueM (OCMOTp, KOHCYIbTAlMsi) Bpaya-Kapauoyora/ Bpaua-AeTCKOTro
KapJuoJyiora TepBUYHBIA TanueHTaM ¢ ['@A c 1enpi0 CBOEBPEMEHHOTO BBISIBICHUS W/WIN
MOHUTOPUHTA KapIMOJIOTHUECKUX U3MeHeHu [4, 5, 16, 45, 83].

YpoBenb yoenureabHocTH pekoMeHaanun C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB — D)
KomMmeHnTapumu: wHeobxooumo nposooums Kapouoiocuieckoe 00ciedosanue, Komopoe
sKaOuaem 6 cebsi nposedeHue sxoxapouozpaguu (npu nepeudHomM 06ciedo8anuu u oaniee no

l’lOKCZS‘aHM}Z.M) u pecucmpayuro 3ﬂel<mp07<ap()u02paMsz, 6 OUHAMUKE — NO NOKA3AHUSIM.
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Pexomenayercst mpueM (OCMOTp, KOHCYIbTAIMsI) Bpada-Kapauoyiora/ Bpada-IAeTCKOTro
KapauoJsiora IOBTOpHbIM mnamueHTamM ¢ ['@A 1o mnoka3aHusM JUisl OLICHKHA BBISIBJICHHBIX
KapJIMOJIOTMYECKUX U3MEHEHUI U pelieHus Bompoca o Tepamnuu [4, 5, 16, 45, 83].

YpoBeHnb yoenuTeabHOCTH pekoMenanun C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Pexomenayercst rpuem (OCMOTp, KOHCYJIbTALMsI) Bpaya-HEBPOJIOra MEPBUYHBIA U IOBTOPHBIM,
npu HeoOXoauMmocTH, manueHtaMm ¢ ['@A mo moka3aHusM JJIsi CBOGBPEMEHHOTO BBISIBICHUS U
KOPPEKIIUH HEBPOJOTHYECKUX U3MEHEHHIA, T0100pa CUMITOMAaTHYECKOM Tepanuu [16].
YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)
Pexomenayercst npueM (OCMOTp, KOHCYJbTalusl) Bpada-o(TaabMOJIOTa IEPBUYHBIA BCEM
naiueHTam ¢ '@A (npu mepBUYHOM o0OcneoBaHWMU W Janee He pexe 1 paza B 3 roxa),
BKITIOUAIONTUH 00ciieoBaHre riia3Horo AHa (0(TaabMOCKOINIO) C IEJIBI0 BBISBICHHS TJIA3HON
narojoruu [16].

YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexoMenayercsi mpuem (OCMOTp, KOHCYJbTAIMsl) Bpadya-raCTPOIHTEPOJIOTa TEPBUYHBIN
MAalMEeHTaM C YCTAHOBJIEHHBIM JUAarHo3oM ['@A ¢ 1enbio BBISBIEHUS FaCTPOIHTEPOIOTUUECKHUX
HapyLIEHU U ONpeeNeHUs JalbHENIIel TaKTUKU JedueHus [16].

YpoBeHnb yoenuTeabHOCTH pekoMenanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Pexomenayerest mpriemM (OCMOTp, KOHCYJIbTallMs) Bpada-IcUXHaTpa NEPBUYHBIN U MOBTOPHBIH,
npu HEOOXOJUMOCTH, TAIMEHTaM C YCTAHOBJIGHHBIM JuarHo3oM ['DA ¢ 1enpio0 OIEHKH
NICUXMATPUIECKOT0 CTaTyca, Ha3HAUYEHHsI JISYeHHs, Ipu Heobxoxumoctu [16].

YposeHb yoenureabHocTu pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Pexomenayercst mpreM (TeCTUPOBAaHUE, KOHCYIbTAIUS) MEIUIIMHCKOTO TICUXO0JI0Ta MEePBUYHBIN
NalMeHTaM C YCTAHOBJEHHbIM JauarHo3oM ['®@A ¢ 1enpl0 OLEHKM U KOpPPEeKUUHU
MICHXOJIOTHYECKOTO COCTOSTHHS M TICHXOJIOT0-TIeJarorHi4eckoro conpoBoxaenus cempr [30, 51,
52, 77].

YposeHb yoenureabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: nayuenmam 1Heob6xo0umo mecmuposanue no ymeepicOeHHbLM MemoouKam Ol
onpeoeneHus UHMeNLeKMyaibHO20 pa38umusl.

PexomMenayercst npueM (TECTUPOBAHKE, KOHCYIbTAIMs) MEAUIIMHCKOTO TICUXO0JIOTa MOBTOPHBIN
MalMEeHTaM C YCTAaHOBJICHHBIM quarHo3oM '@ A, npu HaIu4uuu MoKazaHuM, ¢ LEIbI0 ICUX0JI0T0-
MeIaroruueckoro conpoBokaenus cembu [30, 51, 52, 77].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KoMmmenTapuu: ncuxonocuyeckas nomowp nayueHmam modxrcem nompeoosams Kypc 3aHAMUL

— 6 3asucumocmu om quu@udyaﬂbeUC ocobennocmell nayuerma u Cemblu.
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Pexomenayercss mpueMm (OCMOTp, KOHCYJbTAlMsI) Bpaya-CypoJiora MEpBUYHBIA MallUEHTaM C
['®DA, no nokazaHusM, ¢ LEIbI0 UCKIIOYEHUS HapyIICHHs cliyXa y peOeHKa ¢ 3a/1ep>KKOi TeMITOB
TICUXO0-PEUYeBOro pa3Butus [88].

YpoBeHb yoenuTeILHOCTH peKoMeHAanuu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 3)
Pexomenayercst nprueM (0CMOTp, KOHCYJIbTAllKsA) Bpada-Ie€pMaTosiora IEPBUYHBIN MallUeHTaM ¢
['®A c nenbto 1MarHoCTUKU MATOJIOTUU KOXKHBIX IIOKPOBOB U MIOJ00pa paliioHaIbHOIO JEUEHUS,
MIpY HAJIMYWHU MOKa3aHuu [78].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)
Pexomenayercss mnpueM (OCMOTp, KOHCYJIbTAlMs) Bpaya-dHIOKPUHOJOra  TEPBUYHBIN
naiueHTam ¢ DA ¢ uenbio yroyHeHHs HapylleHds (YHKIHH 3HIOKPHUHHON CHUCTEMBI, MPU
HaJIMYWHu Mmokaszanui [3, 84, 85].

YpoBeHb yoenuteabHoCTH pekoMeHanuu C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
PexoMenayercss ocMOTp (KOHCYNIbTanus) Bpada-pusnorepaneBTa manueHram ¢ @A ¢ nenbro
COCTaBJICHUS IJIaHA (PU3NOTEPANIEBTUICCKUX MTPOLEAYP, IPH HATHYUH MTOKa3aHui [86].
YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Pexomenayercst 1rcriaHCEpHBI IpueM (OCMOTp, KOHCYJIbTAllMs) Bpadya-aKkyllepa-THHEKoJIora U
JTUCTIAHCEPHBIN MpueM (0OCMOTp, KOHCYIbTAIlMs) Bpaya-TeHeTuka >keHimHaMm ¢ @A Bo Bpems
OEpPEeMEHHOCTH C 1IeIIbI0 KOPPEKIIMU Tepanuu U KOHTposist @A kposu [29, 72-74].

YpoBeHnb yoenureabHocTu pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300,1uBaHNe, MeAMIUHCKUE OKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMCHCHHUIO METO/10B JICHCHHUSA

OcHosHas yenw eveHuss — HOPMAIbHOe HelpOKOSHUMUGHOe U (husuieckoe pazgumue, d
MAaKice NCUXOCOYUaIbHas adanmayus nayuenma. Jlyuuwum cnocobom 0ocmudiceHust Smou yeau
ABNAEMCSL CHUIICEHUE U pe2yTsipHbIL KOHmMpOTb cooepacanusi PA 6 kposu nayuenma ['PA u
cmpemileHue COXpaHsms 9Mom NOKa3amev 8 YeieomM mepanesmuieckom ouanasone. Beoenue
nayuenmos ¢ I'DA npeononacaem MyIbMUOUCYUNIUHAPHDBIL NOOX00 C 00A3AMENbHLIM
yuacmuem @paueli-ceHemuKo8, epaueli-Ouemonozos, epaveli-mepanesmos, epaveli-neouampos,
8paveli-Hesposo208,  8PAYEU-KAPOUONO208,  BPAUEl-2ACMPOIHMEPONI0208,  MEOUYUHCKUX
ACUXO0NI0208,  8PAYEL-NCUXUAMPOS,  BPAYel-PU3UOMEPANEEmOs, 8paueli-SHOOKPUHOI0208 U

epauell Opyaux cneyualbHoCmell, UMerUuUx Onblm 8 JleyeHUuu 3mozo pedkozo 3abonesanus [16].
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Pexomenayercs Bcem nanueHtaMm ¢ ['@A HauMHATH IUETOTEPANMIO C OTPAHUUYEHUEM IHUILEBOIO
DA kaKk MOXHO paHblle (10 3-X HeAenb KW3HM) TOCJIEe YCTAHOBJCHMS TUArHo3a, C LENbI0
IIPEIOTBPALECHHS IOBPEXKICHUS LIECHTPaIbHON HEPBHOI cucteMsl [16, 17, 18, 96].

Yposenb yoenurensnocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4).
KomMmeHnTapumu: oOonvuiuncmseo cneyuaniucmos cuumaem, umo JaedeHue HOBOPOHCOCHHBIX
cnedyem Hawumams 00 Odocmudicenus eéozpacma 10 ometi [16]. Yuumwieas, umo 3adepoicka
Hauana neveHus Ha Kascovle 4 neoenu npusoouna K cHudcenuio noxasamens 1Q npumepno na 4
oanna [18], yenecoobpaszno nauunams nevenue ne no3oHee 3-x Heoelb HCUSHU.

Pexomennyercst BceMm nanuentam ¢ '@ A HaunHath geueHue, koraa KoHueHTpauus @A B KpoBU
>360 MKMOJIB/JI, C TIETBI0 M30€XKaTh OTPHUIIATEIHEHOTO BO3ACHCTBUS TOBBIIICHHOTO COJIEPIKAHHS
@A u ero MeTaboIMTOB HA HEPBHYIO cucTeMy [4, 16].

YposeHb yoenuteqabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
KommeHnTapuun: ne credyem naznauamv neuenue panee HeleUeHbIM NAYUESHMAM, UMEIOUSUM
koHyenmpayuio @A kposu <360 mxmonv/n. Heobxooumo ocyujecmsnsimo pe2yisipubiil KOHMPOib
(ne peoice 1 paza 6 mecay) yposua @A Kposu y smux nayueHmos Ol mozo, 4modvl npu
nogwviuenuu ypoers @A eospems naznauums nevernue [16].

Pexomenayercsi IO)KM3HEHHOE MPOBEICHUE TUETOTEpanuu BceM manueHTam ¢ ['@A ¢ menbio
NpoQUIAKTUKYA TOBPEKIACHUM LEHTPATbHOM HEPBHOW CHUCTEMBbl W YIAYUIICHHS COIUAIbHON
amanrtaruu [17].

Yposenb yoenurenbHocTu pekoMenanuu C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5).
KommenTapuu: uccireoosanus noxazanu, umo noooepxcanue konyeumpayuu @A kpoeu Hudice
360 mxmonv/n y nayuenmos ¢ poxcoenus 0o 12 nem u 400-600 mkmonv/n y nayuenmos cmapuie
12 nem u 63pocnvlx NO360J51€mM COXPAHUMb YOOBIEeMEOPUMENbHOE HePOKOSHUMUBHOE pa3eumue,
A0eK8AMHYI0 CKOPOCHb 80CNPUAMUS UHDOPMAYUU U COXPAHEHUE NCUXOCOYUATbHBIX (YHKYuUll. B
CBA3U C IMUM PEKOMEHOYeMCsl NONCUSHEHHOe NPOGedeHUe edeHUsl, 8 MOM YUCTe NONCUSHEHHOe
cnedosanue  OUemu4eckum  O2PAHUYEeHUsM ¢  UCHOJb308AHUEM  CReYUudIu3upOSaHHbIX

3ameHumeneti OeiKka, UCMOYHUKO8 BUMAMUHO8 U MuHepanos [19].

3.1 KoncepBaTuBHOE JeYeHHe

3.1.1 JlueTorepanus

Pexomenayercsas mnamueHtam ¢ @PAl-3aBucumont ['GA  Ha3HayeHUWE MNATOTCHETUYECKH
000CHOBaHHON TUNO(PECHUIATAHUHOBOM IUETHl C LEIbI0 OrpaHuyeHus mocTyruieHus DA c
nuineit [20].

YpoBenb yoenuTeabHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEJILCTB — 5).
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KommenTapuu: ouemomepanus ocnosana na peskom ocpanudenuu @A 6 payuone nayueHmos
3a cuem UCKIIOYEHUsI 8bICOKODENKOBLIX NPOOYKMOS U UX 3aMEeWeHUU CNeyuanru3upo8aHHbiMu
JleYeOHbLIMU NPOOYKMAMU, YACMUYHO UTU NOIHOCMbIO auweHHbimu PA. U3 payuona numarnus
b6onbHoco I'PA ucknouarom Hamypaivhvie HPOOYKMbl NUMAHUSL C BbLCOKUM COOEPHCAHUEM
benxa (coomeemcmeenno, u PA) — msco, maconpodykmol, pviOy, pblOONPOOYKMbL, MEOPO2,
auyo, bobosvie, opexu, wokonad u op. Jonycmumosie 8 Oueme Hamypaivhvie NPOOYKMbl 8800
8 PayUoH 8 COOMEEeMCmMaUU ¢ NoOcYemom cooepaicaujecocs 8 Hux PA.

Jlna oemeii zpyonozo eo3pacma (c posxcoenus 0o 12 mecayes) x oOonycmumvim
NPOOYKMAM OMHOCAMCS HCEHCKOe MOJIOKO, OemcKUue MOJIOUHble CMeCU, 080U, (DpYKmvl U
HeKomopvle NPOOYKmMbl NPUKOPMA ¢ HUSKUM cooepicanuem benka. [Ipukopm 6sooumcs 6 me dce
CPOKU, YMO U 300p08biM Oemsm (¢ 4 0o 6 mecayes), HO Npu DMOM UCHOALIVIOMCA NPOOYKIbL
MOJILKO C HUSKUM COOepHCaHUueM OelKa ¢ yuemom moiepaHmHoCmu nayueHma K HamypaibHOMy
benxy/enunananuny [21]. JQna xomnencayuu 6e1K08020 KOMHOHEHMA NUWU UCHOb3VIOM
Cneyuanu3suUpoBanHvle aMUHOKUCIOMHble cMecu 0e3 DA, cobanancuposanHvle No COCMABY
Hanoooobue adanmupoB8aHHbIX 0eMCKUX MOIOYHbIX cmecell. (cm. Ilpunoscenue A3.6).

B oOueme nayuenmoe cmapwe 1 200a, Kax npasuno,  UCNOILIVIOMCS
cneyuanu3upoBsanuvie aAMuHOKuciomuvie cmecu 6e3 @A c¢ 6onvwum Konuvecmeom Oenka,
obozawennvie BUMAMUHHO-MUHEPATbHLIMU KOMNJIEKcamu. B cmecsax, npeonasnauenHvlx Ons
Odemetl 6 6ospacme om 1 0o 8 nem, mozym npucymcmeosams 8 00CMAMmMO4YHOM KOAuuecmee
Yenegoovl U Hcupsl. Imo oaem 803MONCHOCMb UHOUBUOYATLHO0 NO0OOpA e4edH020 npooyKma
8 3A8UCUMOCMU OM HYMPUMUBHO20 CMAMyca NAYUEeHMOos, QYHKYUOHATIbHO20 COCMOSAHUS
HCENYOOUHO-KUUEUHO20 MPAKma u nuujesvix npeonoumenuu. Kpome moeo, yxazannvie cmecu
AMUHOKUCIOM, 6 MOM 4ucie u cmecu O1i Oemel Nepeoeo 2004 JHCU3HU, Kak 0Oo.ee
coanancuposanuvie nO coCmagy, Mo2ym NpUMeHsImMbCsa makice y nayueHmos oojiee cmapuie2o
603pacma u OepemeHHbIX dHceHuun ¢ ' PA npu cocmoanusx, 00YCI081eHHbIX 3A00]1e8aAHUAMU
HCENYOOUHO-KUUEUHO20 MPAKMA U HENEePEeHOCUMOCbIO HEKOMOPbIX NULEBLIX NPOOYKIMO8E.
Pexomenayercsi Ha3Haue€HHWE CIENHUATU3UPOBAHHBIX TMPOAYKTOB  JIe4eOHOTO  MUTAHUS
(amuHOKHCHOTHBIE cMecu 0e3 DA) marueHTaM Bcex Bo3pacTHbIX rpymm ¢ @A, Tpebyromum
JIMETOTEPAITHIO, C IeJIbI0 KOppeKIuu ypoBHs DA u ynydieHus kadectBa xu3nu [20-23, 89].
YpoBeHb yoenuTeJbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D).
Pexomenayercsi Ha3HaAYCHUE HU3KOOCIIKOBBIX MPOJYKTOB MTUTAHUS MAI[UCHTaM cTapiie 1 roja ¢
['DA c 11enblo KOpPEeKIMK YHEPTeTHUECKOM IEHHOCTH JieueOHoro panuona [20-23, 89].
YpoBenb yoenutelbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).

KomMmmenTapuu: nasnauenue Huzkooeakosvlx npooyKmoes nokazano demsam nocie 1 eooa u oanee
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— 6cem nayuenmam ¢ I'@A. Cnucox HU3K00enKosvix u 0e30e1K08blX CHeyUarusUpoO8aHHbIX
NPOOYKMO8, 3ape2ucmpuposannvlx na meppumopuu Poccuiickou @edepayuu — 6 npuiodceHuu
A3.7. Coenacno Ilocmanoenenuro Ilpasumenvcmea P® om 30 urwona 1994 2. N 890 "O
20CYy0apcmeenHol Nnooo0epxcKe pazeumusi MeOUYUHCKOU NPOMBIUIEHHOCU U VAYYUleHUU
obecneueHusi HaceneHuss U yupexncoeHull 30pasooXpaHeHUs NeKapCMEEeHHbIMU CPeOCMeaMU U
uzoenusMy MeOUYUHCKo20 HasHauyeHus" (c uMeHeHusMU U OONOJHEHUAMU) NayUeHmbl
obecneyusaromesi 6e36e1Ko8biMU NPOOYKMAMU NUMAHUS, CMECAMU HA OCHOBE 2UOPOTUZ0BAHHO20
benka, cneyuanuzupoOBAHHLIMU NPOOYKMAMU OUEMUUECKO20 JleYeOHO20 NUMAHUSA CO2LACHO
Ilepeunto nexapcmeeHubix cpeocme u uzoenuti. MeOUYyuHCcKo20 HA3HayeHus: Ol NAyueumos C
Genunkemonypueil.

Pexomenayercss Tmpu HHUNUAUK JUETOTEpaliid TUTpPOBaTh KoimudyectBo DA  nuinu
(marypanpHOro Oenka) BceM mamueHTam ¢ @A mox koHTpoiem DA KpoBH ISl TIOTyYCHHS
1[EJIEBBIX TePANeBTUYECKUX 3HaUCHUM [22].

YpoBeHb yoenuTesbHOCTH pekoMeHaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5).
PexoMenayercsi uccieqoBanue ypoBHsS (peHWIAIaHMHA B KPOBH BceM manuentam ¢ ['@A nHa
¢dboHe mueToTepanuu B BO3pacTe 10 3-X MecsieB — 1 pa3 B HeJelnto (10 MOJIy4eHUs pe3yIbTaToB
B mipenenax ot 120 mo 360 mxmonb/it u ganee 1 pa3 B 10 nuei); ¢ 1 roga no 6 et — He pexe 1-2
paza B Mecdl; ¢ 7 JeT U cTapuie — He pexe | pa3a B 3 mecsla C LEIbI0 KOHTPOJIS U
TOJI/IEPKAHUS [IEJIEBBIX TepareBTHUECKUX 3HaYeHuit [16, 22].

YposeHb yoenuresbHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5).
Pexomenayercst mpu pacuetax muTaHus BceM nanueHtam ¢ @A opueHTHpOBaThCS HA HOPMBI
dbuznonornueckoil moTpeOHOCTH B OCHOBHBIX HYTPHUEHTaX C IeNbl0 OOecreueHus: aeKBaTHOTO
(U3HYECKOTO Pa3BUTHS W CHIDKCHHUS PHCKOB HYTPUTHBHOM HemoctarouHoctu [20, 23]
(ITpunoxenue A3.8).

YposeHb yoenutesbHoCTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5).
KomMenTapuu: donyckaemcs ymenvuleHUe KoIu4ecmsea cymounozo benxa (o ne 6onee 10%) 6
OCHOBHOM 3a cuem OenKa AMUHOKUCIOMHOU CMeCU 8 3d8UCUMOCU O MOAEPAHMHOCIU K Nulye
U K ¢penunananumy, a makdxce om @QUIUYECKOU AKMUBHOCMU NAYUEHMA U COCMOAHUS €20
HympumusHozo cmamyca [19, 24].

benok 3a cuem ecmecmeennvix npoOyKmos 6 oueme paccuumsl8aemcs Ucxo0s u3 00ONYCmuUMbIxX
cymounwix xonuvecms @A ¢ yuemom, umo 1 e benxa cooepacum ~50 me PA. B 3aeucumocmu om
neperocumocmu nuwesoco DA oonycmumoe u 0Oe3onacmoe e20 KOIUUECMBO 6 CYMKU
cocmasnsiem om 90 0o 35 me/ke maccol mena 01 Oemell nep8o2o 200a HCU3HU. B numanuu

Ooemetl cmapuie 1 200a, a makdce NOOPOCMKOS U B83POCIbIX donycmumoe Koauvecmeo DA
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nocmenenHo cHudxcaemcs ¢ 35 0o 10 me/ke maccer mena pebenxa (Ilpunosicenue A3.9,
npunodicenue A3.10). Taxoce 6 npoyecce neueHus onpeoensemcs CymoyHdas moiepaHmHoCms K
NUWEBOMy  (DeHUNanIanuny, KOMopas 3deéucum Om CMeneHu nopaxceHus ¢epmenma
GeHunananuHeuOpOKCUIA3bL U 803paAcma nayueHma.

Pexomenayercsi yduThIBaTH KIMHUYECKYIO (opmy 3aboneBanus, ypoBeHb DA B KpoBH,
BO3pacT, M0JI, HYTPUTUBHBIN cTaTyc (pu3ndeckoe pa3BUTHUE), TOJEPAHTHOCTh K MUIlIeBOMYy DA,
konmuuectBo DA u HarypanmpbHOro Oejka, MOJy4yaeMOro C NHINEH, KOJIMYECTBO OCHOBHBIX
MUIICBBIX BEIICCTB U SHEPTUU B JICYEOHOM parrioHe BceM mnamnuentaMm ¢ I @A npu opraHuzanuu
JMETOTEpaIny, ¢ Ielbio ee onTuMu3aiui [ 16, 20, 23].

YposeHb yoenurenbHocTH pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 5).
KomMmeHnTapuu: npu naznaveHuu ouemvl 6ajdceH UHOUBUOYANbHBIL U OuppepeHyuposanbiii
NnOO0X00 K UCNONb308AHUIO CHEYUATUSUPOBAHHBIX U HAMYPATbHBIX NPOOYKIMOE COOMEEMCMEEHHO
603pacmy nayueHma.

Jna nayuenmos I' @A neszagucumo om ux 03pacma coXpausaemcs 3anpem Ha npooyKmol,
Haubonee Oocamvle EHUNANAHUHOM, MaxKue KAk Msco, pvlba u uzoenus u3 Hux. Teopoe,
meepobie cbipbl, 60008ble, KypuHble AUYA, OPEeXU MO2Yn 8 02PAHUYEHHOM KOIUYecmsae 6X00ums 8
PAYUOH NAYUeHmo8 Cmapuie2o 603pacma ¢ YYemom MOAEPAHMHOCIU K DEeHUNANAHUHY.
Heobxooumo ucknouume ynompebnenue nayuenmamu c I'@A npodykmos «pacmghyoar,
2A3UPOBAHHBIX HANUMKO8 ¢ noociacmumenamu (acnapmam unu nuwesas oobaexka E951),
cooepiHcamux (heHunaianHun.

Takxmuka Ouemomepanuu npu  CONYMCMBYIOWUX  3A00NE6AHUAX  (8bIPAIHCEHHAS
eunepmepmus, UHMOKCUKAYUS, pa3IuyHble OUCnencudeckue a6ieHus), a makice npu omkaze om
npuema AMUHOKUCIOMHOU CMeCU 3aKlioyaemcs 6 KpamkoepeMeHHOM (Ha 2—3 OHs)
npeKkpawjeHuu Ouemomepanuu ¢ 3aMeHol 1e4eOHbIX NPOOYKMOE8 HA HAMYPAlbHble C HeGbLCOKUM
cooepxcanuem oenxa. Ilocne cmuxanus ocmpozo nepuooa 60ne3HU 8 payuoH 8HO8b B800UMCS
CReyuanu3upoB8anuslll NPOOyKm, HO 3a Oojee KOpOmMKUll nepuoo, yem 8 Hauane nedenus. Eciu
nayuenm ¢ I'@A ne omxazvigaemcs om nuwu 80 epems OONE3HU, MO JledeHue CONYMcmeyouux
comamuyeckux 3abonesanuti nposooumcs. no oOwenpuHAmoln cxeme U He mpebyem
npekpaujenusi Ouemomepanuu.

He pexomenayercsi ynorpeOiieHHE MEIMKAMEHTO3HBIX IMPEapaToB, OMOIOTHYSCKH aKTHBHBIX
n00aBoK, conepxamux A UiIu ero mpou3BOAHBIC, TTOACIACTUTENH acrapTam namuentam ¢ [OA
C LIeNIBI0 OrpaHndeHus nocrymieHus @A B opranusm [87].

YpoBeHb yoenutelbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D).

Pexomenayercst ompeneneHue ypoBHs BuTamuHa B12 (umanokoOanamMuH) B KPOBH BCEM
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nanpeHtaMm ¢ ['DA, HaxoAsuMMcs Ha [OUETOTEpaNHH, C LEJIbI0 OLEHKH €ro YypOBHS U
CBOEBPEMEHHOW KOoppeKiu oTkiIoHeHu# [135].

YpoBeHb yoenuTeIbHOCTH peKoMeH1anun B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB — 3).
KoMMeHTapuu: HeoOX00umMo KOHMpOAUposams Ypo8eHb eumamunos epynnsl B ¢ yenvio

npouIaKmuKu 0eQuyumHsLX COCIMOAHUU UIU 2UNEPEUMAMUHO3Z08.

3.1.2 MeaukaMeHTO3HAA Tepanus

Pexomenayercsi HazHAayeHHE MATOrCHETUYECKH OOOCHOBAHHOTO JIEUEHUS CHHTETUYECKUM
agamoroMm BHa (campontepun** (A16AX)) maumentam c¢ @A, o0ycioBieHHON
HenocrarouHocthto  BH,  (runepdenunanmanmnemuss BH; — medumurtHas), ¢ 1ensio
IpEeIOTBPAIICHHUS TSKEbIX HEBPOJIOTHIeCKuX HapyieHwuii [87, 97].

YpoBeHDb YoeIUTEeILHOCTH PeKOMeHIaluu A (YPOBEHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 1)

Kommenrtapum: 6 3agucumocmu om ¢popmel ' @A canponmepun™** ucnonvzyemcs 6 Komniekce ¢
ouemomepanueti unu 6e3 nee (l[Ipunosxcenue A3.11). Hauanvnas 0osa canponmepuna™* y
nayuenmos ¢ Heoocmamounocmoio BHy cocmaensem om 2 0o 5 me/ke maccel mena npu npueme
1 pa3z 6 denw. /lo3a mosicem Ovimsb yeenuuena 0o 20 me/ke maccol mena 6 Oenw. s docmudicenus
ONMUMATILHO20 Mepanesmu4ecko2o dghgexma cymounas 003a npenapama modxcem Ovimb
pazoenena Ha 2 unu 3 npuema 6 medenue OHsl.

Pexomenayercs HazHayaTh mnpenapatsl rpynnsl NO4B  ngodamuuepruueckue cpencrsa B
KOMIUIEKCHOM JiedeHHH mnanueHToB ¢ BH4-mebunutapivu ['DA ¢ 1enpio KOppeKuuu
AKCTpaNMpaMUIHOrO CUHApoMa [5, 6, 27, 28, 124]

YpoBeHnb yoenureabHocTH pekoMenianuu C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTapuu: rasnauaromes #iesooona+[kapoudonal ** (npomusonokaszan demsam oo 18
Jlem, HasHauyaemcsi N0 NOKA3AHUK «CUHOPOM NAPKUHCOHUBMA», 00bluHO mpebyemcsa 10—15
Me/Ke 8 CYmKU no 1eeo0one), npeouleCmeeHHuK cepomonuna S-suopokcumpunmodgpan (10 me/xe
6 cymku)(buonocuyecku akmugnas dooaexa) [124].

PexoMeHnayeTcsi MpoOBeACHHE KOPPEKIUHM HEIOCTATOYHOCTH (POJIMEBOM KHCIOTHI, a TaKXke
JOTIOTHUTEIbHOE Ha3HaueHue QoaueBoi kuciaotel** manuentam ¢ '@A mpu GepeMeHHOCTH C
ENTBI0 PO HIAKTHKH BPOKICHHBIX TIOPOKOB pa3BUTHS mioja [5, 16, 121-124].

YpoBenb yoenuTelbHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5).
KommenTapmii: poruesas xucnoma** uasnauaemcs nayuenmam npu oeuyume OAHHO20
MUKDOHYMpUEHmMa 6 COOmEemcmeuyu ¢ UHCmMpyKyuelu K npenapamy (0COOEHHO B8AXHCHO
HazHaueHue goauesol kuciomsl ** ¢ nepeuiti mpumecmp bepemennocmu - 400 mxe/cym).

B Hexomopuix cnyuasx mpebyemcs ouema c ocpanuyeHuem DA u HaznHaueHuem Qoauesori

Kucnomol u ee npoussooHuvix (Ipunoscernue A3.11).
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Hasnauenue cnedyem nposooums noo konmponem ypoeHs (hoauesotl KUCiomol 8 Kposu, 8 psoe
UCCIe008aHULL OMMeYaemcs 0axce NOBbIUEHHbIU YPO8eHb (hoUe8oU KUCIOMbl V' NAYUEHMO8 C
OKY [121].

PexoMenayeTcss MeMKaMEHTO3Has Tepanus canpontepuHoM™** nmanuentam ¢ @Al -3aBucumoit
DA, wumeromuM 10 JsedeHus KoHIeHTpamuio DA kpoBu Beime 360 MKMOJIB/II,
MPOJEMOHCTPUPOBABIINM MOJIOKUTEIBHBIA OTBET HAa TECTUPOBAHUE CANPONTEPUHOM™* B BHIE
CHIDKEHHMsI KOHUeHTpanuun @OA KpOoBH ¥ TOBBIIICHUS TOJEPAHTHOCTH K IHIIEBOMY
(eHnnanaHHy ¢ HENbI0 PACIIMPEHHS JUETh U TIOBBIIICHUS KayecTBa )KU3HU narnuenTa [27, 28].
YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KomMmeHnTapuu: mecmuposanue nomeHyuanbHou 4y8CmeumeibHOCmMu K npenapamy u jiedeHue
canponmepuHom™* npogooum u KoHmpoaiupyem 6pau, KOMOpblll OCYWeCmeIsem maKice
HabarooeHue nayuenmos ¢ I' @A (cxemvr mecmuposanus Ipunoscenue A3.12).

Omeem Ha JneueHue npenapamom canponmepun™* oyenusaemcs no cmenemu CHUNCEHUs.
koHyenmpayuu @A 6 Kpoeu nayuenma npu cooOnOOeHUU CmadulbHOU SUNoQeHUNalIanUHO80U
Oouemvl. [layuenm cuumaemcs 4y8cmeumenvHviM, eciu pasHuya yposus DA, noryuennozo no
OKOHYAHUU NEepUooa OYeHKU Omeema Ha JieueHue, U e20 UCXOOHO020 YPOGHS nepeod HAYAIOM
npuema npenapama cocmaensem 30% u 6onee.

Pexomenayercsa npoBeneHue 48-uacoBoro tecta BceM mamuentam ¢ @A crapme 1 roma c
IeJIBIO OTPEICIICHHsI YYBCTBUTEIBHOCTH K JICUCHHIO carponTepuHom™** [27, 28].

YpoBeHb yoequTeabHOCTH 10Ka3aTebeTB C (YPOBEHB 1I0CTOBEPHOCTH PEKOMEHAAUH — 5).
KommeHnTapuu: npu nonyuenuu nonoxcumenbHo2o0 omeema 6 6ude CHUNCEHUs. KOHYeHmpayuu
DA Kposu u noevluleHUs MOIEPAHMHOCU K NUWEBOMY (QEeHUNaNanuty npoeooumcs npooHoe
JleyeHue He MeHee 28 cymok u 6ollee, 8 meuenue KOMOPO2o ONPedesemcs CmeneHb No8bIUEeHUS
MONIEPAHMHOCIU K NUUesoMy QeHunailanuny u evipabamoelgaemcs OAalbHeuwlas makxmuxa
Jeyenus. Bozmooicno nposedenue mecmuposanus y HOBOPOICOEHHBIX NAYUEHMOB.
PexoMeHayeTcsi MPOJOIDKUTH TECTUPOBAHUE IO 7 CYTOK B Clyyae MOJYyYEHHs OTPHULATEILHOTO
oTBeTa 48-yacoBoro Ttecra mnamueHTaM ¢ ['@A ¢ 1enpro ONpeAeseHus] YyBCTBUTEIBHOCTH K
JeueHuIo canponrepunom™* [27, 28].

YpoBensb yoenutelbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — D).
KomMmeHnTapuu: y uekomopwix nayueHmos Habn00aemcs OmMCpOYeHHblU NOJIOHCUMETbHBIU
omeem Ha Jeyenue canponmepunom™** (max nazvieaemvie «no3oHue omeemuuxuy). Ilpu
Heobxo0uMocmu OumenbHas MeouKamenmosnas mepanus y nayuenmos I @A, omeeuarowux Ha

Jeyenue canponmepuHom™** cuusicenuem yposus DA 6 Kposu, npoeooumcs 6 KOMOUHAyUU ¢
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ouemou Npu UCHONb308AHUU AMUHOKUCIOMHBIX CMecel, KOIUYeCmeo KOMOpbIX onpedeisiem
epau.

C coenacusi nayueHmxu B603MOINCHO NPOOOIANCEHUE Mepanuu CcanponmepuHom™* 6o epems
bepemennocmu: canponmepun™** naznayarom  ocenuunam ¢ I'@A, y komopwix panee Ovlia
00KaA3aHa YyB8CMBUMEIbHOCMb K JIeYEHUIO CanponmepuHomM™* unu mem, y K020 panee
nPOBOOUNIOCH NledeHUe OAHHbIM NPEeNnapamo.

Pexomenayercst mpuem npodrurakTuaeckoi 10361 penaparoB u3 rpynmbl A11CC utamun D u
€ro aHajorm BceM mnamueHtam ¢ ['DA ¢ menpio KOppeKUUH/Mpo(UIaKTUKH BUTaMuUH D-
nedunutHOro coctosuus [16, 121].

YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: ooviuno  nasmauaemcs  Koaekanoyugepor** 6 coomeemcmeuu ¢
pekomenoayusimu no koppexkyuu sumamur D-0edpuyumnvix cocmosinuil.

Pexomenayercs npuem npenapato rpymibsl BO3AB nepopanbHbie mpenapaTsl TPEXBaJIeHTHOTO
JKenesa, a Takxke, MpH HEOOXoAMMOCTH, mpemapatoB rpynnsl BO3BA Butamun BI12
(unaHokoOamaMMH M ero anajoru) mnanueHTam ¢ ['®A u kenezoneUIMTHONH aHEMHUEH C
TepaneBTUYECKOH 1embio [44, 46, 129].

YpoBeHb yoenuteabHocTH pexoMenaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
Pexomenayercst nMpoBOJIUTh CUMIITOMAaTHYECKOE JIEUEHUE CYAOPOXKHOTO CHUHApPOMA COTJIACHO
JEMCTBYIOIIMM KIMHUYECKUM PEKOMEHIallUsIM IO COOTBETCTBYIOIIUM HO30JIOTHSIM MMALIMEHTaM C
['®A u cynopoKHBIM CHHIPOMOM € TepaneBTU4YecKoi nemnsto [91, 130].

YpoBenb yoenuTeabHOCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

3.2 Xupypruueckoe JedeHue

XI/IpprI/I‘leCKOFO BMEIIATEIbCTBA OOBIYHO HE Tpe6yeTCH.

3.3 UHoe jgeyenne

3.3.1 O0yuyeHue

Obyuenue  sasiiemcs  HeOMbEMIEMOL  HYACMbI — KOMNWIEKCA — Mepane8muieckux
meponpusmuii  npu  [DPA  u  001HCHO  NPOOOIINCAMBCA  HA  BCeM  NPOMSIHCEHUU
3abonesanus. Jlewenue I'DA obazamenvHo 6KkaOuaem oOyueHUue CaMOKOHMponio ypoeus DA,
NPUHYUNAM ynpasienus 3abonesanuem (paciemy ouemomepanuiL).

Pexomenayercst mpoBeJieHHE OOYYAIOMIMX MEPONPUSATHI co BceMu manueHTamu ¢ DA u, B
3aBUCUMOCTH OT BO3pacTa, WX POIUTEISIMU (3aKOHHBIMH TIPEJICTABUTEISIMH) OT MOMEHTA
BBISIBJICHUS 3a00JICBaHUSI U HA BCEM €r0 MPOTSHKEHUH C IEIbI0 TMOBBIIIEHUS! OCBEIOMICHHOCTH

MNaluCHTOB W  YJIYUUICHUA PACHO3HABAHUSA FI/IHde)eHI/IJIaHaHI/IHeMI/II/I, CHMKCHHSI PHUCKOB
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pa3BUTHUS OCIIOKHEHHUH, IJIS JIOCTHIKEHHUS IENEBBIX IMOKaszareneil ypoBHS DA u ymydmieHus
CaMOCTOSTEIILHOTO yIIpaBiieHus 3aboneBanuem [71, 79-82].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

KommenTapum: yenu u 3a0auu 00yuenus 0014CHbl OblMb KOHKPEMUUPOBAHbL 8 COOMEEMCMEUU
C AKMyanbHblM COCMOAHUEM nayuenma. B wkony genurkemonypuu Hanpaeiaomcs nayueHmst,
He npoxoousuiue oOyueHus (NepeuyHvblll YUK), Ulu NAyueHmsl, yice npouweouiue oOyueHue
(nosmophwvie Yukvl), 05 NOOOEPHCAHUS YPOBHSA 3HAHUL U MOMUBAYUU UIU NPU NOAGIEHUU
HOBbIX MepanesmuyecKux yeell.

PexomeHnayeTcst UCTIONB30BaTh CHEIHAIBLHO pa3pabOoTaHHBIC CTPYKTYPHPOBAHHBIE MPOTPAMMBbI
oOy4yeHHsI, aJPECOBAHHBIC KOHKPETHOMY KOHTHUHIEHTY maiueHToB ¢ [®DA (Hampumep,
OCpeMEHHBIM) JIISl JIOCTHIXKCHHS I1eJIeBbIX Tokazarened DA, NpoQWIaKTUKUA pPa3BUTUS U
porpeccupoBaHust ocioxHeHui [71,79-82].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 3)

KomMmeHnTapuu: o6yuenue moocem nposooumscsi Kak 6 UHOUBUOYANbHOM HOpsOKe, MAaK U 8
epynnax nayuenmos. Coodepoicanue 00YUAIOWUX NPOSPAMM  OOIICHO COOMBEMCMBOBANDb
npuHAMbIM cmanoapmam ouazHocmuku u nedenus I DA, a ux cmpykmypa — yuumvléamo
OCHOBHble NpuUHYUunvl neoazocuku. Ilpozpammel nodpazymesaom cmpoco HPAKMUYECKYIo
HAnpasieHHocms U 00CmynHocms 011 eocnpusimus. Obs3amenvHble pazoeivl 00Yy4arouux
npocpamm:

wWKo1a MoN00bIX pooumerneti pebenka ¢ ' PA;

obwue ceederusi o I DA,

KOHmMpOob yposHst PA;

ouemomepanusi;

COYUANU3AYUSL U KA4eCMB0 HCUZHU,

ncuxonoeudeckue acnekmol y oemeti u noopocmkos ¢ I @A;

ounamuyeckoe Haobaoenue npu I PA;

© N o gk~ wbd -

nodzomoeka k bepemennocmu u bepemennocmos npu I @A

bonvwas yacmv epemenu 6 npoyecce obyueHus O00NHCHA OblMb NOCEAUEHA NPAKMUYECKOU
ompabomke HABLIKOB, HEOOXOOUMbBIX Ol CAMOCMOAMENbHO20 YNPAGIeHUs 3a001e8AHUEM.
Ilpesicoe sceco smo kacaemcs koHmpos yposus DA, mexnuxe noocuema Koauvecmsea oOenxa 8
nuuye.

PexomMenayercsi mpoBesieHne oOydeHUss ManueHToB ¢ ['DA crnernuanbHO TOATOTOBICHHBIMHU
MEMIIMHCKUMH PaOOTHUKAMH: BPAd4OM-T€HETHKOM, BPadOM-IHETOIIOTOM, BPAaYOM-HEBPOJIOTOM,
BpauoOM-TIEIMATPOM, BpAUOM-TEPANEBTOM, MEIUIIMHCKOM CECTpOd; a TakkKe C ydacTUEM
MEIUIIUHCKOTO TICKXO0JIOTa, C [EJIbI0 MOJIICpXKaHUs YPOBHS 3HaHUI U MoTuBarmu [80-82].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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4. MeauuuHCKass peaduIuTAlMs U CAHATOPHO-KYPOPTHOE JIeYeHHUe,
MeIMIMHCKUE MOKA3aHUA W MPOTUBONOKA3aHUA K IPUMEHEHUI0 METO/I0B
MeIUIUHCKON peadWIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN

NPUPOAHBIX Je4eOHbIX (PAKTOPOB
OcHosHbIMU acnekmam MeOUYUHCKOU U coyuanbhou nomowu nayuenmam ¢ 1 DA

ABAAIOMCS OUACHOCIUKA, KOHMPOJIb 3a JleYeHUeM U COYUAIbHAS PeaduIumayusl.
Ilpeumywecmeenno y demetl WKOIbHO2O 803pACMA U 83POCIbIX nogvluaemcsi yposenb @A kposu
8 CBA3U C HAapYWeEeHUeM peKOMeHOayull no OuemuyecKkoMy Numauuro, uymo mpeoyem
ACUXOTI02UYECKOU NO00epIHCKU nayueHma. YpoeeHv uHmesleKmyaibHo20 pa3zeumus nayueHma,
€20 KocHUmMugHvle Gyukyuu umeiom xoppensayuio co snavenuem DPA Kposu 6 meuenue HCUHU
[36, 37].

Pexomenayercs npreM (TeCTUPOBAaHUE, KOHCYJbTAIUS) MEUIIMHCKOTO MICUX0JI0Ta MEPBUYHBIN
nauyeHTam ¢ ['@A 1 KOppeKUUH MCUXOJIOTMYECKOTO COCTOSIHUS, NIPU HAIMYHUM MOKAa3aHUM
[30, 51, 52].

YposeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KommenTapuu: ncuxonozo-nedazocuueckas peabunumayus oemei noOpOCMKO8020 803PACMA.
Onu  cmankusaromcsi ¢ npobaemamu  nepuooa  NolN08020  CO3PEe6aHUs,  Komopble
conposodicoaemcs cmpemieHuemM K He3a8UCUMOCMU, NPOMEeCMHbIM NoGedeHUueM, a makxoice
NO0BEPIHCEHHOCMBIO BNIUAHUSL C8EPCMHUKO8. DMO Nepuood 4acmulx omrazos nayuenmos ¢ I DA
noOpoOCmMK08 om ouemomepanuu, ynompeoieHus npoo0yKmo8 CReyuaiu3upo8anHo2co NUMaHnus, a
Mmakice BblCOKO20 PUCKA NOmepu Memadoauieckoeo KOHMpOs U NOJHOU YMpamvl
MeOUYUHCKO20 HAONIOOCHUSI.

Coyuanvhas peabunumayus eéxkiodaem 6 ceds opeanuzayuio numanus oemei ¢ I @A 6
00u1e0bpaz08amenbHbLX, 0300POBUMENbHBIX VUPEHCOCHUSX, V 63DOCIbIX — BO3MONCHOCHb
UCNONB308AHUSL CNEYUATUSUPOBAHHBIX NPOOYKMOS JleueOH020 NUMAaHUs Ha pabouem mecme.

Ocobyro ponv 6 nomowu nayuenmam ¢ I'@A ueparom obwecmeennvie opeanu3ayull.
Opeanuzayus, ooveounsowas pooumerneti oemeti ¢ I @A u 83pocivix nayueHmos, nomozaen 8
COYUANbHOU — peaburumayuy, COYUAIbHOU adanmayuu, HnoMOwU 6 Mmpyooycmpolcmae,
opeanuzayuu omovlxa 6 m.4. 8 JEeMHUX adeepsx, 00cyed, COYUOKYIbMYPHOU peabuiumayuu u
Opy2ux Meponpusimusix, a maxxice nposedeHur poOUmenbCKux WKol U CeMUHAPO8.

Hecmomps na mo, umo I'DA ne ssnsemcs dxcuzneyepoxcarouyum 3aboresanuem, npu
HeobXo0umMocmu, 6 pamKax peadurumayuyu paccmMampusaemcs naLIUaAmMueHdas nomMowb,

Komopas exKjiwdaem 6 cebst cucmemy mep no YAyduleHuro kKadvecmea oiCU3HU nayueHmoe C
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VePOACAIOWUMU  IHCUSHU U  COKPAWAIOWUMY  JHCU3HL  3A00]1e8AHUAMU, NPEUMYUIeCNBEHHO 8
MEPMUHATLHOU CIMAOUU Ppa3eumusl, U npeocmasisient coO0u aKmuenvlll U Yelo0CmHbIL N00X00 K
OKA3AHUI0 NOMOWU, HAYUHAIOWUUCA C MOMEHmA NOCMAHOBKU OUAcHO3d U HNOKPbIEarOWUll
Quszuueckue, IMOYUOHATIbHYBIE, COYUATIbHBIE U OYXOBHbIE ACNEKMbl NJIONMb 00 CMEPMU.
Ianmamuenas nomowp nayuenmam ¢ ['DPA oxazvieaemcs HaA  OCHOBAHUU

CO0OMEemcmayuux HOpMamueHsvlx 00Kymenmos (cm. Ilpunoscenue A3.)

5. IlIpodpunakTuka U AUCNIAHCEPHOE HAOII0IeHNEe, MeIUIIUHCKHE
MOKA3aHMS U MPOTUBONOKA3AHUSA K IPUMEHEHHUIO METO/I0B

NPOPHIAKTHKHI

5.1 [IpopuaakTuka

Pexomenayercs MIPOCIIEKTUBHOE MEIMKO-TEHETHYECKOE KOHCYJIbTUPOBAaHHE  Tap,
IUIAHUPYIOIIUX ~OCpEeMEHHOCTh, C pEKOMEHAalueill 00cienoBaHus Ha TE€TEePO3UTOTHOE
HOCHTEJIbCTBO YaCThIX MyTalluii B reHe PAH ¢ 1ienbio mporuosa moromctsa [16, 55].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenTapuu: uacmoma nocumenvcmeéa namocennou mymayuu 6 cewe PAH 6 PO
cocmaensem 1:50. Ilpu eviaerenuu I'PA 6 cemve — o06cred06aHUe POOCMBEEHHUKO8 OJis
VMOYHeHUs. 2emepo3ucomuozo Hocumenvcmea mymayuu 6 cevax PAH, PTS, QDPR, GCH1,
PCBD, SPR, DNAJC12.

Pexomenayercst MEAMKO-TEHETUYECKOE KOHCYIbTUPOBAHUE Map, MIAHUPYIOMINX OepeMEHHOCTh
U UMEIOIINX B ceMeWHOM aHaMmHese JeTeit ¢ DA, ¢ uenpio HHPOPMUPOBAHUS O BOZMOKHOCTH
JIOPOJIOBOW JMArHOCTUKH: TIPEHATaJ bHAs JIHMArHOCTHKA, WCIIOJIh30BAHUE BCIIOMOTATEIBHBIX
PenpoAYKTUBHBIX TeXHOJIOTHH [16, 56].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
KommenTapum: 0opodosas ouaznocmuka npogooumcs 8 nape, 20e yCmaHnoeieHo, 4mo 6yoyujue
pooumenu senaromcs Hocumenamu mymayuu 6 oonom eene: PAH, PTS, QDPR, GCH1, PCBD,
SPR, DNAJC12. Beposmnocmo poocoenusi pebenxka ¢ ['@A y dceHwunbl Ui MyHICUUubl,
Ccmpaoarowux OaHHbLIM 3a601e8anHueM, peanru3yemcs 6 cayiae, eciu 6mopoll pooumeins AGNAemcs
2emepo3uUcOMHbLIM Hocumenem Mymaumuozo zena (puck 50%) unu makowce cmpadaem I'PA
(puck 100%).

Pexomenayercsi KOHCYJIbTHPOBAaHUE [I€BOYEK IOAPOCTKOBOIO BO3pacTa M IKEHIIHH,
crpamarommx ['@A, nmo BONpoCy IUIAHUPOBAHMS CEMBU C LENBIO MPEAYNPEKACHUS POKICHUS

peOeHKa ¢ CHHIPOMOM «MaTepuHCKO# (heHmakeronypun» [20, 115,116, 126].

40



YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii A (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 3)
KomMmenTapum: npu nianuposanuu bepemenHocmu, sHcelamenvbHo, 4umoosl yposeHs DA kposu
3a 2-3 mecsaya 0o 3auamus u 8 meyerue bepemeHHocmu He npesviuian 360 MKmov/1.
Ilpogpunakmuxka namonozuu nnooa, 6 mom uucie BIIP, y 6epemennoin ¢c '®DA
PexoMeHayIOTCSI CTPOTHE TUETUYECKHE OTrpaHuueHUs noctymieans @A ¢ numieir 6epeMeHHOM
¢ 'DA c nensto npodunakTUKU naTosoruu rmioaa [16, 117, 118].

YpoBeHnb yoenurensHocTu pekoMenanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomeHna0BaHO Ha3HaueHHE canponTepuHa™** B cilydasx, €ciM paHee y MalueHTKU Oblia
MOJTBEPK/I€HA YyBCTBUTEIBHOCTD K IPUMEHEHUIO KOPAKTOPHOH Tepanuu ¢ IeIbl0 PacuInpeHHs
JTMETHI U TIOBBIIICHHUS KaueCcTBa )KU3HM marpenTa [54].

YpoBeHb yoenuTeabHoCTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KommenTapuu: noopodnee cm. pazoenst «/Juacnocmuxa» u «/leuenuey.

Pexomenayercst mpueM (OCMOTpP, KOHCYNIbTallMs) Bpaya-TeHETHKA TEPBUYHBIA B3POCIBIM
NalueHTaM C YCTaHOBJIEGHHBIM JuarHozom ['D@A ¢ menbio 00CyXkAe€HHUS BoIpoca O
HeoOxonumoctu nposeaeHus JIHK-tectupoBanus naptHepy, oOCyXIE€HUS BO3MOXKHOCTEW IO

HperpaBUIapHOil MOrOTOBKE Mepe/l INIaHupoBaHueM OepemenHocTH [72-74, 110, 126].

5.2 IlucnancepHoe Ha0JJI0AeHNe NAIMEHTOB ¢ KJIaccuuecKkol (heHnJIKeTOHypHei

C  yemvio  npedynpexcoenus  UHMENLIEKMYAIbHbIX,  KOSHUMUBHBIX,  Peyesblx,
NO3HABAMENbHBIX — HAPYWEHU, — 2APMOHUYHO20 — (PU3UYECKO20 — pazeumusi  OUCHAHCEPHOe
Habaw0eHue sKadaem 6 ceds ciedyoujue peKOMeHOauuu'.

KoHTpoJib 32 a1eKBaTHOCTHIO JIeYeHHS.
Pexomenayercst OCyIIECTBISATh B3ATHE KPOBHM YTPOM HATOIIAK (MOCIE HOYHOIO TOJIOJIAHUSA)
BCEM MAaIleHTaM C IIeJIbI0 OIPEIENIeHNUs KOHTPOIbHBIX 3HaueHuit @A kposu [25, 16].
YposeHnb yoenureabHocTu pekomenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu. B nacmosuwee epems ycmanosneno, umo yposeHb @A 6 kposu cHudcaemcs 8
meueHnue OHs, npuyem camulil 8blcoOKull yposeHvb DA 6 Kposu docmueaemcs pano Ympom nocie
HOuHO20 2onooanus. Ilpasuna 3abopa kposu na guremp 6 npunoxcenuu A3.14.
Pexomenayercs npuaepxuBaTthecsi ypoBHs @A kpoBu B mpezgenax oT 120 go 360 mMxMoub/n
MAalMeHTaM B BO3pacTe € POXACHUA 10 12 neT ¢ Henbro NpeaynpekIeHUs HapyleHUH
HENPOINCUXUYECKOTO PA3BUTHSI U KOTHUTUBHBIX PaccTporcTs [29, 16].
YpoBeHnb yoenuteasHocTn pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuu: vacmeie konebanus u npesviuienue yenesblx mepanegmudeckux snavenui @A
Kposu Yy Oemeli 6 6o3pacme 00 12 jnem npusoosm 6nocie0Cmeuu K HApYUleHUsM
HEeUPONCUXUYecKo20 pa38umus U KOCHUMUSHvIM paccmpoticmeam [29, 16].
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PexoMenayercsa npunepxuBarbcsi ypoBHsi @A kpoBu B mpeaenax ot 120 mo 360 MxMoib/n
NamyeHTaM B Bo3pacte ¢ 12-18 JeT ¢ 1enbto npeaynpexacHus HapyleHuH HEHPOICUXMYECKOro
pa3BUTHsI U KOTHUTUBHBIX paccTporicts [29, 30, 75, 76, 90, 105, 127].

YpoBeHb yoenuTEeILHOCTH peKoMeH1anuu B (YpoBeHb 10CTOBEPHOCTH /10KA3ATEIbCTB — 3)
PexomMenayercs npunepxuBarbcsi ypoBHi @A kpoBu B mpeaenax or 120 mo 360 Mmoib/n
B3pPOCJIBIM IMALMEHTaM C LEJIbI0 NPEAYIPEXKACHNUS HApYILIEHUH HEHPONCUXUYECKOTO Pa3BUTHS U
KOTHUTUBHBIX paccTpoucTs [29, 30, 75, 76, 90, 105, 127].

YpoBeHb yoeauTeIbHOCTH PeKOMeH1auuu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 3)
KommenTapuu: donycrkaiomes 6onee gvicoxue konebanus @A kposu Ha oueme, Ho He viute 600
mrmonv/n [29]. Bvino nokazano, umo orumenvhoe noguvluterue yposrs @A 6 Kposu y 63pocivlx ¢
DAl -3asucumoii I' DA ompuyamenvro enusem HA NCUXOIMOYUOHATILHOE COCMOsIHUE (1abUIbHOe
HacmpoeHue, Oenpeccus), Npusooum K HAPYUWEHUN) GHUMAHUA U OpPYeUX HEUPOKOSHUMUBHBIX
@ynxyuii [30, 16, 52].

Pexomenayercst crnefoBath TUNOQEHWIAJAHUHOBON JUETe W MpHAEpPKUBAaTbcs ypoBHS DA
KpoBH B mpenenax ot 120 mo 360 Mxmonw/n xeHmuHaM ¢ DA B mepuoabl mperpaBuaapHON
noarotoBku, I u Il cemecTpoB OepeMEHHOCTH ¢ TENBbIO TPOPUIAKTHKHA CHHAPOMA MAaTEPUHCKON
OKYVY [16, 106, 107, 128].

YpoBeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapuu: omcymcmeue ouemuueckux oepaHuderuii u KOHmMpoJs 3a cooepocanuem DA
KpOBU y OJHCEHWUH 6 NpecpasudapHulil nepuood U 60 6pems 0OepeMeHHOCMU 3HAYUMENbHO
NOGLIULAIOM PUCK PA36UMUsL Y N100a «cunopoma mamepurckou OKVy [12-74].

Pexomenayercs noanepxuBath HUKHUMN 11e71eBOi ypoBeHb DA KpoBu He MeHee 120 MKMOJIb/I
BceM marueHTaMm ¢ ['@A ¢ uenbio NpodUIaKTHKK Ae(PUIMTHBIX COCTOSIHHM U OCIOKHEHUN
runodeHunanaHnHoBoOM AueTsl [31].

YpoBeHnb yoenurenabHocTu pekoMmenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KoMMeHTapuu: wupoxo ucnoavzyemulii HudicHutl yenesoi ypoeewb ®A 6 kposu — 120
MKMO/T NONYYeH HA OCHOBAHUU KIUHUYECKO20 ONblMd, ONUCLIBAIOWe20 HeONa2oNnpUsmHble
nocne0cmeus: Ha COCMOosIHUE 300P08bsl NAYUEHMA NPU OTUMENbHO COXPAHAIOWUXCA OUEeHb HUSKUX
konyenmpayuix ®A e kposu nayuenma [31]. B oemckom e6ospacme >3mo noGvluUeHHAs.
3a601e6aeMOCmb, HUSKUL HYMPUMUBHBIL CMAMYc, IHMeponamudeckuil axpooepmamum. ¥
83POCIbLIX — HEOOCMAMOYHOCMb NUMAHUS, NCUXOIMOYUOHATbHbIE PACCMPOUCMEA, V HCCHUJUH
PenpooyKmusHo20 eospacma — becniooue, y OepemeHuvix ¢ [ @A — enympuympooHas
3A0epacKa pazsumusi ni0od, poxicoeHue pebeHKa ¢ He0OCMAamo4HOU Maccou mena K CPOK)

cecmayuu [25].
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Pexomenayercst koHTpoiarpoBaTh @A kpoBu He pexe | paza B Mecsl BceM nanueHTtam ¢ ['OA ¢

MaKCUMaJIbHbIM 3HaueHHeM ypoBHSI DA Ha ckpuHuHTe 360 MKMOIL/1 (6 MI/mi) B TEeUeHHUE

MEpPBOTO rojia *KU3HU C LEIbI0 CBOEBPEMEHHOIO BBIsBICHUS moBbilieHUss DA u HazHaueHUs

NaTOr€HETHYECKOTO JICYeHUs W/Win yTouHeHus ¢popmbl @A u 00s13aTenbHOr0 AUCIAHCEPHOTO

HaOmoneHus [42, 43].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

Kommentapum: nuskue ypoenu @A no pe-mecmy mpebyiom npogedenus ouggepenyuanibHou

ouaznocmuxu u uckatouenust BH4- oeghuyummnoix popm I'dA [33].

PexoMenayercsi peryinsapHblii KOHTpodb ypoBHsS DA y mammentoB ¢ BH4-pedunurasivm

dbopmamu 'DA ¢ 1enpro moaaepKaHUs €ro KOHIEHTPAIMHU B MpeeinaXx HOPMaJIbHBIX 3HAYCHUIN

(mo 120 MKMOJIB/JTT MJTH 2MI/UT) WIK PUOIMKEeHHBIX K HuM [33, 70].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrtapuu: npu BH4-0epuyummnoii I @A xoumponb adexksamumocmu mepanuu maxice

nposooumcs no ypostio @A kposu [33, 70].

Pexomennyercsi Bcem marnuentam ¢ ['@A cnepyromas onTUMaibHash 4acTOTa MCCICHOBAHUS

ypoBHsI DA KpOBH C 1I€JIbI0 CBOEBPEMEHHON KOPPEKITUHU JTUETOTEPATUU:

- B Bo3pacte 10 3-X MecseB — 1 pa3 B HeJelnto (10 MOTy4YeHHs] CTa0MIBHBIX Pe3yIbTaToOB) U
nanee 1 pa3 B 10 guei,

- ¢ 1 romga o 6 ner — He pexe 1-2 pa3a B MecHIl,

- ¢ 7 u crapiie — He pexe 1 paza B 3 mecsiia,

- 1 6epemenHbix ¢ Al-gepuuntHolt DA — He pexe 1 pa3 B 7 aneit B I Tpumectpe u He
pexe 1 pa3 B 2 Hepenu Bo 2-3 Tpumectpax [16, 66].

YpoBeHb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: dannvie pekomenoayuu 0CHO8aHbI HA MHO20JIEMHEM Onvime pabomvl epauel,

CReyuanu3upyrWUxcs Ha 1evenuu nayueHmos genunkemonypuei ¢ P®, u 6viiu npeocmasienul

8 NpedvlOyUWUX KIUHUYECKUX peKOMeHOayusx no genunkemouypuu. B Eeponeiickux cmpanax

yacmoma pekomMeHOyeMblX ucciedosanuil eviuie. 0o 1 eooa 1 pas 6 nedenro, om 1 2ooa 0o 12

nem 1 paz 6 2 nedenu, cmapwe 12 nem 1 pas 6 mecay, npu noocomoske Kk bepemennocmu 1 paz 6

Hedenio, npu bepemennocmu 2 paza é Hedenio[16, 66].

Pexomenayercss koHTposib ypoBHA PA kpoBu BceMm mnanveHTam ¢ ['@A ¢ 1enbl0 OLIEHKH

s dexTuBHOCTH Tepanuu [36-41].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2)

KomMeHTapuu: neobxooumo npuoepoicusamuvcs nNO803pACMHbBIX PEKOMEeHOayuti no dacmome

Koumpons yposHs @A kposu.
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KoMMeHTapum: ¢ nosigieHuem HOBbIX MEPANEBMUYECKUX 603MONCHOCMEN MeOUKAMEHMO3HO20
JleyeHus pekomenoyemcs npudepaicusamscsi yposus DA 6 kposu 120-360 mxmonv/n (2-6me/0n)
o5 6cex sozpacmos [36-42].

PexoMenayercs npoBeieHre 00111er0 (KIMHUYECKOT0) aHaIn3a KPOBU BCeM ManueHtam ¢ ['GA
C LENBI0 OLECHKM OCHOBHBIX MapaMETPOB KPOBETBOPEHHSI ¥  HAIWYHMS ~ BOCHAIUTEIHHBIX
npoiieccoB He pexe 1 pasa B rox [16, 44, 66, 119-121].

YpoBeHb yoeIuTeIbHOCTH PeKOMeH1aluil A (YPOBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 2)

KomMeHTapuu: nposoodsm ucciedoganue YypoeHs o00we2o 2eMo2100und, 3pumpoyumos,
JIEUKOYUMO8, MPOMOOYUMOB 8 KDOBU, OYEHKY 2eMaAmOKpuma, uccie0o8anue CKopocmu 0ce0anus
apumpoyumos, oughghepeHyuposanusiii noocuem aeuKoyumos (neuxoyumapuas opmyna). llpu
npUMeHeHuu 02PAHUYUMENLHOU Oouembvl B03MOJICHO  passumue  AIUMEHMAPHOU
aHcene300euyumHoll aHemuu, KOmopas Moxcem umems 1amenmubiii xapakmep. Mccredosanue
nposooumcs He pexce 1 paza 6 200 [16, 45].

PexoMenayercsi mpoBeeHne 00MIETo (KJIMHUYECKOT0) aHAIM3a MOYH BceM manuentam ¢ ['OA ¢
LCITBIO BRISABIICHHS qucMeTabonnyeckoil Hedpomatuu [90].

YpoBeHb yoenuTeqabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KoMMeHTapuM: npu  npumeHeHuu  OCpaHUNUMENbHOU  Ouemvl  BO3MOJICHO — pd3eumue
kpucmannypuu. Mcciredosanue nposooumcs ne pedce 1 paza 6 200.

Pexomenayercs nccienoBaHue ypoBHs (ocdopa, Kanblysl, KpeaTHHUHA B MOY€, ONpeesieHue
Oenka, anpOymuHa B Moye mamueHTamMm ¢ [DA ¢ 1enbio BBISBICHHUS METa0OJIMYECKOM
Hedpomatuu [90, 92].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: xe pesce 1 paza 6 200.

Pexomenayercsi B Ipoliecce KOMIUIEKCHOTO OTNpeAeNeHUs] KOHIICHTPAIlMH Ha aMUHOKHUCIIOTHI U
AIMIKAPHUTHUHBI B KPOBH METOJIOM TaHJIEMHON MacC-CIIEKTPOMETPUU OTPEICIIATh COOTHOIICHUS
dbenunananuHa/Tupo3uHa mamueHTaMm ¢ ['@A C 1enpl0 CBOCBPEMEHHOW JUAarHOCTHKU U
NPEIYIPEKICHUS SIBIICHUH, BHI3BAaHHBIX JAC()UIIMTOM THPO3MHA/M30BITKOM (heHmnatanuna [101-
103].

YpoBeHb yoenuteqabHoCTH pekoMeHaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

KomMmeHTapum: npu npumeHeHuu 0cpanutiumenbHol Ouemvl 803MOICHO pazeumue Oepuyuma
He3aMeHUMbIX AMUHOKUCIOM, 8 YacmHocmu, mupo3una. Hccieoosanue nposooumcs memooom
MAHOEMHOU MACC-CNeKMmpoMempuu, Yacmoma onpeoensiemcss UHOUBUOVATbHO, 8 CPeOHeM, He

pearce 1 paza 6 200.
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PexoMeHayeTcsi TpOBEACHHWE aHAIM3a KpPOBHM OHOXMMHYECKOTO OOIIETepareBTUYECKOro
naiueHTaMm ¢ '@A ¢ 1enplo OLEHKU COCTOSIHMSI MEYEHH, MOYEeK U BBISIBICHUS, OTKIOHEHUMN
BaXHBIX OMOXMMHUYECKHX IMOKa3aTeliel W WX nanbHeumed koppekuuu [44, 45, 46, 47, 49, 83,
121].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuu: ne pesce 1 paza 6 200; yenecoodpasHo onpedeneHue cOOMHOUEHUS OEeNKOBbIX
@pakyuii memooom 31eKmpoghopesa, UCCIed08anue YposHs 2I0Ko3bl, obujeco benxa, obue2o
ounupybuna, xonecmepuna, mpueiuyepuoos, Xoiecmepuna 1unonpomeurHo8 HU3Kol n10OmHoOCmu,
XonecmepuHa TUNONPOMEUHO8 GbICOKOU NIOMHOCMU, KPeAMUHUHA, MOYe8UHbl, Kalblyus 0buje2o
U UOHUBUPOBAHHO20, HAMPUSL, KAUs, HeopeanHuueckozo gocgopa, scenesa, geppumuna, 25-OH
sumamuna J{ 8 Kposu, onpeoenenue ypoeus eumamuuma Bl2 (yuamoxobanamumna) 6 Kposu,
uccneoosanue ypoeHs Goauesoll KUCiomvl 6 CbleOpOmMKe KpO8U, OnpeoeieHue aKmueHOCmuU
wenoynou ¢hochamaswvi, anranunamunompancgepasvr (AJIT), acnapmamamunompancgepasol
(ACT) 6 kposu, c yenvto oyeHKU OANAHCA BAJCHEUUWUX HYMPUEHMO8 Npu Ouemomepanuu,
OYyeHKU Kanvyueso-gocghopnoco  obMmena, OYEHKU COCMOsIHUA NOYeK, NeyeHU c
nepuoouuHocmvio 1 pas 6 200 npu NPUMEeHeHUU 0ZPAHUYUMENbHOU OUeMmbl B03MONCHO PA3GUMUE
oucnpomeunemuu, HApyweHuss MUHEPAIbHO20 o0OMeHa U Oepuyuma  ICCEHYUATbHBIX
mukrpoonemenmos. [44, 45, 46, 47, 49].

PexoMeHnayeTcsi TIpoBeICHUE YIbTPA3BYKOBOTO HCCIEAOBaHUS MoYeKk mnanueHtam ¢ DA B
CBSI3U C BBICOKOW BEPOSTHOCTBHIO Pa3BUTHUS MOPAKEHHUS IOYEK C IEJIbl0 CBOEBPEMEHHOMN
JTMArHOCTUKHU M TEPAlK JaHHbIX cocTostuui [99, 109].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KomMeHTapuu: o6siuno 6 kavecmee CKPUHUHS-OUACHOCMUKU U OUHAMUYECKO20 KOHMPOIs
nposooumcsa Y3HU nouex nayuenmam c¢ I'PA ne pexce 1 paza 6 200 01 GvlAGIEeHUsA
oucmemabonuieckux Hegpponamuil, He@hpoKaIbYUHO3A.

PexoMeHayeTcsi NpoOBEJCHHUE YIBTPAa3BYKOBOIO MCCIEIOBAHUS OPraHOB OpPIOIIHOW IOJIOCTH
(xommekcHoro) mamueHtam ¢ ['DA ¢ menbio CBOEBPEMEHHOTO BBISIBICHHUS W3MEHEHUH €O
CTOPOHBI [ICUCHH U MOJDKETYI0YHO# xkemne3bl [99].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEeNbCTB — 4)
KommeHTapum: o0wviuno 6 kauecmee CKpUHUHS-OUACHOCTMUKU U OUHAMUYECKO20 KOHMPOTA
npo8oOUmcs yibmpaszgykogoe ucciedosanue (Y3HU) opeanos oprownou norocmu (KOMIIEKCHOe)
He pedce 1 paza 6 200 nayuenmam ¢ ' @A Onsa 6viasieHuss U3MeHeHUNl CO CMOPOHbI NeYeHU U

HOOJHCENYOOUHOU Jicenle3bl.
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Pexomenayeresi mpoBeneHue nekrpodHiedanorpadun (3317) mammentam co BceMu GpopmamMu
['®A npu HamMUMKU HEBPOJIOTUYECKON CHUMIITOMATUKU C LEJIbK BBISBICHHS SIHJICHTHYECKON
akTuBHOCTH [91].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
KommenTapuu: npu Heobxooumocmu npogoosm max odce diekmposnyepanrozpagpuio ¢
suoeomonumopuneom. 391" u DII-monumopune npoeoosim no NOKA3AHUAM, npu CMAOULILHOM
meuenuu — 1 paz 6 200.

Pexomenayercst mpoBeJeHHE MarHUTHO-PE30HAHCHAs TOMOrpauu TOJOBHOTO B Ipoliecce
JUCTIAHCEPHOTO HAONIO/ICHUsT TalWeHTaM co BceMu Qopmamu ['@A, mpu HaaWuuud y HHX
HEBPOJIOTUYECKOW CHMIITOMATHKH, MJIS BBISABICHUS IPOTPECCUPYIONMX HW3MEHEHUH Oeroro
BelecTBa Mo3ra [ 14, 45].

YpoBeHb yoeIUTEJILHOCTH peKoMeHaanuu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 3)
KommenTapuii: 6o3moocno npogedenue MacHUMHO-PE30OHAHCHOU MOMO2pAPUU  20T08HO20
Mo32a ¢ npumeHeHueM KOMOUHUPOBAHHO20 UH2ANAYUOHHO20 HapKko3a. ¥V 90% nayuenmos ¢ I'DA
Habnooaemcs npoepeccupyroujee nopajicerue 0e1020 sewecmsea mo3ea 0axce npu Omcymcmseuu
Hegponozuyeckux Hapyuenuu. C 603pacmom y HeleueHviX Uiy yuleouux ¢ ouemosl nayuenmos
usmenenuss na MPT 6onee svipadcenvi. Cuumaemcs, umo 8vicokuul ypogenv PA y neneyeHvix
nAayueHmos npenamcmeyem MueIuHu3ayuu HetipoHo8 Mo32d, 8 mo 6peMs KaK 8 cilyyae paHHe2o
JeyeHus Gopmuposanue muenruna He Hapywaemcs. Ilogpescoenue muenrunogou 0060104KU
Modicem npoucxooums noo eiusHuem nogviuienus @A ma ¢hone pacwupenus uiu omkaza om
ouemnwl, a Makoice 8 pe3yibmame HU3KoU KoMniaenmuocmu nayuenma [14].

Pexomenayercsi TpoOBEICHHE  PEHTTEHOJICHCUTOMETpPHH  (MCCIEAOBaHHE  MHUHEpaIbHON
MJIOTHOCTH KOCTHOW TKAaHHM) Yy TAIMEHTOB CTapiie S5 JeT I JUAarHOCTUKH OCTeOINopo3a,
BBISIBIICHHSI TPYIIIBI PUCKA 110 OCTEONOPO3y U MPUHATH Tpoduiaktuaeckux mep [48, 50].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
KomMenTapum: uacmoma uccie0osanuii — no nokazanusm, Ho He yawe I pasa ¢ 200 [48, 50].
Pexomenayercst mpoBeleHUE peHTreHorpadguu KucTH neTssMm co Bcemu ¢opmamu [DA,
UMEIOITUM 33JCPKKY PU3NYECKOTO PA3BUTHSI U TIOJIOBOTO PAa3BUTHS, JUISl ONPEIETICHIS] KOCTHOTO
BO3pacTa U JOMOTHUTEIHHON OIEHKH KabIeBO-GochopHoro oomena [104].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTesibeTB C (YPOBEHD J0CTOBEPHOCTH peKoMeHanuu —4)
KomMmenTapuu: ucciedosarnue npogooumcs nayuenmam ¢ 2 iem.

Pexomenayercsi TIpOBEJACHHE WHCTPYMEHTAIBHBIX OOCICIOBAaHUH B  COOTBETCTBHH C

PCKOMEHAAIHUAMU 110 aTCPOCKIICPO3Y U HILIEMHYECKOU 00JIe3HU cepalia B CBA3U C 0oJiee 4acThIM
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BBIIBJICHUEM JIAaHHOW MaTOJIOTMHU y manueHToB ¢ ['@A miid CBOEBPEMEHHON AMAarHOCTUKH U
cTapra/koppekuuu Tepamnuu [83, 99].

YpoBeHb yoenuteabHOCTH 10Ka3aTebCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMeH AUl — 4).
KommenTapuii: npogsooumcs snekmpoxapouocpaghus nayuenmam co ecemu gopmamu I'@A, 6
cpednem, He pedxce | paza 6 200, npu He0OXOOUMOCMU, NO NOKA3AHUSM, IXOKAPOUOCPADUSL.
Pexomenayercst peructpanusi 3J1€KTPOKApAMOTPaMMBbl W/UIU MPOBEACHUE HXOKapAHorpaduu
HalyeHTaM ¢ HapylIeHneM oOMeHa TeTparuapoOUONTEepHHa, MOYyYaoIIUM MpenapaThl TPYIIIbI
NO4B nodamunepruyeckue CpeacTBa ¢ IeIblo KOHTPOIII MOO0YHBIX 3 heKToB JeueHus [87].
YpoBeHb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD A0CTOBEPHOCTH PEKOMEHIAIHH —5).
KommenTapwuii: nposooumcsi, 6 cpeonem, ne pegice 1 paza 6 200.

Pexomenayercst mpueM (OCMOTp, KOHCYJIbTAIMs) BpPAaUOM-T€HETUKOM MEPBUYHBIN U TOBTOPHBIN
C IENbI0 OLIEHKH HYTPUTHBHOTO U TNCHUXOHEBPOJIOTHMYECKOro craTyca mamueHtam ¢ ['@A mns
CBOCBPEMEHHOTO  BBISBJIICHUS HApyUIeHHWH W TPH HEOOXOJMMOCTH  HANpaBICHUS K
COOTBETCTBYIOLIEMY CHCIUAIUCTY JJIsl HAOIIOACHHS U KOppeKIuu jieueHus [16].

YposeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).
KommenTapmuii:  onmumanvhas  yacmoma  HabM0OOeHus,  CO2NACHO  e8PONEUCKUM
PEKOMEHOAYUAM:

- 6 6o3pacme 00 1 2co0a — ne pedwce 1 paza 6 2 mecaya

- ¢ 1 200a 0o 12 nem — ne pesxce 1 paza 6 6 mecayes

-c 12 00 18 nem — ne peoice 1 paza 6 6 mecayes

- cmapue 18 nem — ne peowce 1 paz 6 200

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

Coenacno mHenuio pabouetl 2pynnsvl poCCUNCKUX IKCHEPMOB, Uereco0OPA3HO NPO8oOUmMb
bonee uacmoe HabIOOeHUe nayueHmos 8 gozpacme 0o 1 2o0a He pedice 1 paza 6 mecay, ¢ 1 200a
— He peace 1 paza 6 3 mecaya, y bepemennvix — ne uawe 1 pasa 6 mecsy [16].

Jannvie  pexomenOayuu  OCHOBAHMbI  HA ~ MHO2ONEMHEM  onvlme  pabomsl  8pavel,
CReYUAnU3UPYIOWUXcsi Ha JeYyeHuu nayueHmos c genurkemonypueti 6 PD u ananocuunviv
pexomenoayusim, paspabomannvim ¢ cmpanax Eepocoioza [16].

PexomengoBaH mpueM (OCMOTp, KOHCYJIbTallMsl) Bpaua-AMETOJIOra MEPBUYHBIA U MOBTOPHBIN
(me pexxe 1 paza B 12 wMecsmeB) MalMeHTaM C YCTaHOBIEHHBIM auarHozoM [DA s
JIOTIOJTHUTEILHON KOPPEKIUK AUETOTEPaii U omeHku 3ddexkruBHOCTH nueTh [16, 21, 23, 25,
26].

YpoBenb yoenutelbHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)
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KommeHnTapuu: xoncynemayus 8pava-ouemono2a noKA3aHa NAyueHmam ¢ Yeiblo OKA3aHUs
CReyuanu3upoBaHHol  MeOuyuHckou nomowu. Ilamozenemuueckum memooom  neveHus
Qenunkemonypuu s61gemcsa ouemomepanus. Yacmoma nocewenus 6paya-ouemonoca — no
NOKA3aHUAM

PexoMengoBaH nucrnaHcepHblil mpueM (OCMOTpP, KOHCYJIbTAllMs) Bpada-mneadarpa Wid Bpada-
tepaneBTa nanueHtam ¢ ['@A He pexxe 1 pasa B 6 MecsAleB s OIEHKH OOIIETO COCTOSHUS
3II0POBBSI M OIIPEICICHUS TAKTUKH JalibHe el Teparnuu [16].

YpoBeHnb yoenurenasnocTu pekoMenanuu C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexoMenayercs: qucrancepHsblit mpueM (OCMOTp, KOHCYJIbTAIMs) Bpauya-reHeTHKa MalueHTam ¢
YCTaHOBJICHHBIM auarto3oM ['DA c¢ menpo KoHTpousis 3 deKTHBHOCTH auerorepanuu [72-74,
110, 126].

YpoBeHb yoeIUTEJILHOCTH peKoMeH1auu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)
Pexomena0BaH MCIAHCEPHBIN MpHeM (OCMOTP, KOHCYNbTAlMs) Bpaya-Kapauoyiora/ AeTCKOro
kapauosiora naureHtam ¢ I'@A nHe pexe 1 paza B 12 mecsueB a1 CBOEBPEMEHHOIO BBISIBIICHUS
W/WJIM MOHUTOPHUHTA KapAHOJIOTHYeCKUX U3MeHeHui [4,5, 16, 45, 83].

YpoBeHb yoenutenabHocTu pekoMenanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomenaoBaH aucrniaHcepHblil IpUeM (OCMOTp, KOHCYJIbTAIMs) Bpaya-HEBPOJIOra HaleHTaM ¢
DA 1o moka3aHusIM JIJIsi CBOCBPEMEHHOTO BBISBIICHUS W/WJIM MOHUTOPHHTA HEBPOJIOTHYCCKHX
M3MEHEHUH U ONpPEJEICHUs TAaKTUKH JieueHus [ 16].

YposeHb yoenuteabHocTH pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomeHna0BaH [UCIAHCEPHBI mpueM (OCMOTp, KOHCYNbTallMA) Bpauda-oQTaapMoIora
nanuenTam ¢ @A ocmoTp He pexe 1 pasa B 3 roja ¢ 1EIbI0 BBISIBICHUS TJIA3HOW MATOJIOTHUN
[16].

YposeHb yoenureabHocTH pekoMenaanuu C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomengoBan mnpuem (OCMOTp, KOHCYJbTallusl) Bpada-racTPO’HTEPOJIOra MEPBUYHBIM U
MOBTOPHBIA (MPU HEOOXOAMMOCTH) TAIlMeHTaM C YCTaHOBIEHHBIM auarHozom ['DA, mpu
HAIUYUU ~ TIOKa3aHWW, U1 CBOEBPEMEHHOTO  BBIABIEGHUS  W/WIM  MOHUTOPHHTA
racTpO3HTEPOJIOrHUecKol naTojaoruu [16].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
PexomennoBan mpueM (OCMOTp, KOHCYJbTAllMsI) Bpada-TICUXUATpa TMEPBUYHBIA U TTOBTOPHBIN
(mpu HEOOXOMMMOCTH) TAIMEHTaM C YCTAaHOBJICHHBIM auarHo3zoM [@DA, mnpu Hamuuum
MOKa3aHUM, [N  OLEHKU  [CUXUATPUUYECKOTO0  CTaryca, KOPPEKIMH  BBISIBICHHBIX
NICUXUATPUYCCKUX HAPYIICHUI U ONpeIeNICHUs TabHEH e TakTuku jieueHus [16].

YpoBeHb yoenureabHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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PexoMengoBaH npueM (TeCTUPOBAHUE, KOHCYIbTAIUS) MEIULIMHCKOTO TICUXO0JIOTa MEPBUYHBIN
Y MOBTOPHBINA HE pexe 1 pa3za B roa nauueHtaM ¢ '@A, npu Hamuuum noka3aHuu, 1Jid OLICHKH U
KOPPEKLIMHM IICUXOJIOTUYECKOTO COCTOSIHUS M IICHXOJIOTO-IEJaroriueckoro COIpPOBOXKICHUS
cembu [30, 51, 52].

YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommeHnTapuu: o0ns oyewku unmeniekma u Opyeux 6udo8 NCUXUYECKOU OesimelbHOCU
nayuenmos ¢ I'DA ucnonvsylom coomeemcmsyrowue npozpammsl u mecmvl. Bo epems
nepexooHo20 nepuooa NoOPOCMKAM O0COOEHHO HeoOXO00UMAd NCUXONOSUYECKAs NOMOWb NO
80NPOCAM KOMMYHUKAYUU 8 ceMbe U 0bujecmae, npogpeccuoHanbHol OpueHmayuu, Ons HCeHujuH
¢ I'DA akyenm cnedyem Ooenamo aKyeHm HA 80NPOCAX, CEA3AHHBIX C DepeMeHHOCbIO.
llcuxonozuyeckas nomowb nayueHmam moxcem nompedosams Kypc 3aHamull — 6 3a8UCUMOCMU
om UHOUBUOYANLHBIX 0OCOOEHHOCMEU NAYUEHMA U CEMbU.

PexomengoBan mpueM (OCMOTp, KOHCYIbTAIMsl) Bpada CypAOJOra-oTOPUHOJIAPUHIOJIOTA
MEPBUYHBI M TIOBTOPHBIN, NIpH HEoOXoauMmocTH, manueHTam ¢ @A ¢ 1enpio HCKIIIOYeHUs
HaApYIICHUA CiIyXa Y peOeHKa C 3a1epKKOM TeMITOB IICUX0peUYeBOro pa3Butus [88].

YpoBeHb yoeIUTeJILHOCTH peKoMeH1auuu B (ypoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 3)
PexomengoBan mpueMm (OCMOTp, KOHCYJbTAllMsI) Bpaya-IepMaTOBEHEPOJOra MEPBUYHBIN U
NOBTOPHBIN nanueHTam ¢ ['A ¢ 1enpio TMarHOCTUKY MaTOJIOTHH KOXKHBIX TOKPOBOB U M0100pa
PAlMOHATILHOTO JICYEHUS TP HaJIMYMU TIoKa3zaHuil [78].

YpoBeHnb yoenureabHocTu pekoMenaanuu C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
PexomengoBano rmpuem (OCMOTpP, KOHCYJbTAlMs) Bpadya-dHAOKPUHOJIOTa NEPBUYHBIM U
NOBTOPHBIA, IIpU HeoOxoauMmocTH, nanueHTam ¢ ['@A, npu Hanuuuu TNoOKa3aHUMl, C LEJIbIO
YTOUHEHUs HapyIIeHUs! PYHKIUU SHIOKPUHHOM cuctemsl [3, 84, 85].

YposeHb yoenureabHocTu pekoMenaanuu C (YpoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomengoBan ocmoTp (KOHCynbTalus) Bpada-pusnorepaneBTa mnanueHtam ¢ ['®A, npu
HAJIMYUU TIOKa3aHUi, C IENbI0 COCTAaBICHHUS TJ1aHa (PU3NOTepaneBTUUECKUX mporenyp [86].
YpoBenb yoeauteabHocTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
PexomeH10BaH JHCIIAaHCEPHBIN MpUeM (OCMOTpP, KOHCYNbTAIMS) Bpaya-aKyliepa-THHEKOJIOora 1
JTUCTIIAaHCEpPHBIN MpueM (0CMOTp, KOHCYJIbTAIlMsl) Bpaya-TeHeTuKa >keHiumHaMm ¢ @A Bo Bpems
OepeMEeHHOCTH (C TMEepPUOJUYHOCTBIO, NMPETyCMOTPEHHOM COOTBETCTBYIOIIMMHU JIOKYMEHTaMH,
pEerIaMeHTUPYIOIIUMU HaOMIOAeHHEe 3a OEpPEeMEHHBIMH) C LEeJIbl0 KOPPEKIUH Teparud U
kouTposist DA kpou [72-74].

YpoBeHb yoenureabHocTH pekoMenaanuu C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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e PexomeHayercsi TpPOBOIUTH NPOPHUIAKTHYECKYIO BaKUMHAIMIO namueHTam ¢ ['PA, npu
OTCYTCTBUM MEIUIUHCKUX IPOTHBOIIOKA3aHUH, ¢ LEJNbI0 (POPMHUPOBAHUS UMMYHHOU 3alllUThI
opraamu3Ma ot uHdeknui o rpaduxy [16].

YpoBeHnb yoenutenasHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapum: npu nanuuuu conymcmeylowux 3a001e8aHull paspeuieHue Ha npogeoenue
NPUBUBOK 0Aemcsi COOMEEMCMEYIOWUM CReYUATUCOM. JanHble peKoMeHOayuu OCHOBAHbl HA
MHO207IemHeM onvime pabomvl 6pavel, CNeyuarusupyiowuxcs Ha Je4eHuu nayueHmos c

Genunkemonypueti 6 PO.

6. OpraHmauml OKa3aHud Me):[I/I]_lI/IHCKOf/i nmoMommu

6.1 [Toka3zaHus K rocCIUTAJIUZALMHT

[Tokazanus 1151 TNIAHOBOM TOCHUTAIM3AIMH B METUITUTHCKYIO OPTaHU3AIHIO:

1. TIpoBeneHue NUarHOCTUKHU U JICUEHUS, TPEOYIOUINE MPOIOJKUTENBHOTO (THEBHOE UITU
KPYTJIOCYTOYHOE MpeObIBaHNE) MEAUIIMHCKOTO HAOIIIOIEHUSI 1 MOHUTOPUHTA KIIMHUKO-
1ab0paTOPHBIX MOKa3aTeNeH;

2. Heo0XxomuMoCTh MpPOBEACHUS PA3JIMYHBIX BHIOB OKCIEPTU3 WM OOCIEIOBaHHUSA B
MEAMIIMHCKOW OpraHu3allMd TpU HEBO3MOKHOCTU MPOBEICHHS HUX B aMOYIaTOPHBIX
YCIIOBUSAX (B TOM quclie odopmiieHHe 3aKJTFOYECHUS benepanbHOTO
KOHCHJINyMa/BpaueOHONH KOMUCCHH).

3. IIpoBeneHune TecTUpOBaHHE YYBCTBUTEIBHOCTH K CAIIPONITEPUHY ™ *.

KommeHnTapum: npogedenue Hazpy3ouHozo mecma ¢ canponmepunom™** moocem Ovimb 6
VCIOBUAX KPY2TIOCYMOYHO20, MAK U OHe8HO20 cmayuoHapa (npunodicenue A3.12).

Ilpu cmayuonapnom neuenuu nayueHmy HA3HAYAEMCs HU3KOOENK08As (2UnogheHunananuHosas
ouema) u aMUHOKUCTIOMHASL CMECD.

[Toxazanus 11 SKCTPEHHOM rOCIUTAIN3AMN B METUIIUTHCKYIO OPraHU3aIHIo:

1. Octpble yrpoxaromue JUisl XKH3HH W Pa3BUTHS OCIOXHEHUH COCTOSHUS, TpeOyromue
HEOTJIO)KHOTO JICUYSHHSI, B TOM YHCJIe MHTCHCUBHOW TEpaIuy, a TaKKe KPyriIoCyTOYHOTO
MEIUIIUHCKOTO HAOIIOJICHUH W TIPOBEICHHS CIICIUAIBHBIX BUAOB OOCIEIOBAHUS W
JICYCHHUS.

[Toka3aHus K BBINMHUCKE MAllMEHTA U3 MEAULIMHCKOW OpraHU3aIIH:

1. OtcyrcTBUe yrpo3sl Ui AKU3HH MAMEHTA U YTPO3bl Pa3BUTHUS OCIOKHEHUH, TpeOyromux
HEOTJIO)KHOTO JICUEHHUSI TIPH 3aBEPIICHUE TUATHOCTUICCKAX MEPOIPHUSTHIA.

2. CraOunu3aliiss COCTOSHUST W OCHOBHBIX  KIMHUKO-JTA0OPATOPHBIX — IOKa3aTeyen
NaTOJIOTMYECKOTO  Ipollecca, OTCYTCTBHE HEOOXOJUMOCTH B  MPOJODKUTEIHHOM

MCIUIIMHCKOM Ha6J'IIO,Z[CHI/II/I (I[HCBHOC HJIN KPYTIJIOCYTOYHOC HpC6LIBaHI/IC);
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3. BpimonHeH maH oO0cneOBaHUS U JIEYCHHs MAlMEHTa, JaHbl PEKOMEHIAlUU TI0
JaTbHEUIIEMY HAOIOICHUIO U JICUCHHIO.

4. HeobxomuMmocCTh TIepeBOja MalMeHTa B JPYroe MEIUIMHCKOE YUpexKACHUE WIIU
YUpEXKJIEHUE COLUATBHOIO 00eCeYeHHUs.

6.2 IlpuHuMObI OPraHu3and MEeINIUHCKON moMouy nanuentam ¢ 'DA

Ilocmanoexa ouacnosa DA cmaeum MmHO20 60nNPOCO8 neped POOCMBEHHUKAMU
nayuenma u nepeo cneyuarucmamu, pabomarnwumu ¢ makumu nayuenmamu. Muoeouuciennvie
npobemsl, B03HUKAIOWUe NPU OOHAPYICEHUU U PA3BUMUU 3A00Ne8aAHUS, O/ PeuleHUsl KOMOPbLX
mpebdyemcs cpamomHas Opearu3ayus npoyecca NOMOWU NPU Yuacmuu MyavmuoUCYUnIUHAPHOU
KOMAHObL CHeYUAIUCMO8 U COOI00eHUe OCHOBHBIX NPUHYUNOG U NOOX0008 K ee OKA3AHUIO.

Jannvle npunyunvl 00XCHBL COONIOO0AMbCS HA TH0OOM dmane OKA3AHUSL MeOUYUHCKOUL
nomowu, Kaxk 6 MOMEeHm NOCMAHO8KU OUAcHO3d, MAK U Ha J1OoM s3mane HAOIOOEHUs
nayuenma.

1) TlamueHT ¥ €ro MpeaACTaBUTEIN JOJDKHBI MOJydaTh MOJHYI0 HHPOPMAIIUIO O 3a00JIeBaHUH,
€ro TCUSHUH, IMaTOTeHEe3€e, MPOrHO3aX, OCIOKHEHHSIX U METOJJaX BO3MOXKHOHN Teparnuu.

2) JlnarHo3 'DA noapasymeBaeT BO3MOKHOCTh OKa3aHHsI IIEPBUYHOM, CIICHUATU3UPOBAHHON |
MaJUTHATHBHOM MOMOIITY Ha BCEX dTarax 3a00JIeBaHusI.

3) Ilpu nocranoBke aumarHo3a ['DA, cembs JO/DKHA OBITH HAalpaBieHAa K CICIHAIUCTY,
HMEIOIIEeMYy OINBIT paboTel ¢ mamueHTamMu ¢ ['DPA, oOnajgaromero COBpeMEHHOU
uHpopmaned O TEYeHWH 3a0O0NieBaHUS W BO3MOXKHOCTH y4YacTHsl B KJIMHUYECKUX
UCIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX IMPEMapaToB W/WUIM TEXHUUYECKUX YCTpOMCTB). Taxxke
BOXHBIM  SBJISCTCS WH(MOPMHUPOBAHHE CEMEH O  CYIIECTBYIONIUX  OOIICCTBEHHBIX
OpraHu3anusx, padoTawuUX ¢ ITON IPYNION NallUeHTOB.

4) K nabmoaenuro 3a nanueHToM ¢ ['@A nomKkHa ObITh MPUBJIEYEHA MYJIbTHAUCIUILTHHAPHAS
KOMaHJa CIHEIUaINCTOB B COCTaBe: Bpada-liequaTpa/ Bpaua-TepaneBTa, Bpada-TeHETHKA,
Bpada-JueToNora, Bpada-HEBPOJIOTa, MEIUIIMHCKOTO IICHXOJIOTa, Bpada-dHJIOKPUHOJIOTA,
Bpada-TICUXHaTpa, Bpada-Kapauoiora, Bpada-(QU3HOTEpaINeBTa, Bpada-TacTPOIHTEPOJIOTA.
Jlpyrue cnenuaiucThl JOJKHBI MPHUBJIEKATHCS MO MEPe BO3HUKHOBEHHS CIEIU(DUUECKUX

npooem.

KommenTapum: epau-cenemux ocyujecmensiem ochosHoe Habooenue 3a nayuenmamu ¢ I @A.
B kpye ob6szannocmeti epaua-eenemuxa 6xo0um o00cnedosaHue U NOCMAHOBKA OUACHO3d,
ungopmuposanue cemvu 0 3a601e8aHULU, cOCMAasIeHUe NIAHA MHO2ONPOPUILHO20 HAOIIO0EHUs,
ocyujecmenams — Habn0OeHue  3a  NAYUEHMOM,  OYEHU8amv  OUHAMUKY U  CHeneHb

npoepeccupoeaHrus 3ab0/1e6anUsl npu pecyyslpHblx ocmompax, HasHadaem no@c)epofcueaiomyio
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mepanuio. Ilpu nacmynienuu gepmunvrozo 6o3pacma y nayuenmos ¢ I @A cocmasnenue niana
npezpasuoapHoli  no02omosku 0as  npogunakmuxku mamepurckou @PKY, mecmuposanue
napmuepa Ha 2emeposzucomuoe Hocumenbcmeo. Ilpu cocmasienuu niana MHO2ONPOQPUILHOSO
HAOMI0O0EeHUsl, 8pAY-2eHeMUK onpeoeisen KpamHOCMb HAOAO0eHUs ) Opyeux CHReyuaiucmos
MHO2ONPOPUILHOU KOMAHObL, COOMBEMCMBEHHO MeKYueMy CcocmosHuto nayuenma. Illpu
KAACOOM OCMOMPeE 8paAY-2eHeMUK OCYWeCmesem nepeoyenKy meKyue2o coCmoanus nayuenma
U 6 COOMBEMCMBULU C IMUM BHOCUM KOPPEKMUPOBKU 8 NIAH MHO2ONPODUIbHO20 HAOII00eHUs. B
CBOUX DPEKOMEHOAUUSX BpAY-2eHeMUK YKaA3bleaem HeoOXooumbvle Nayuenmy ieKapcmeeHHble
npenapamul, OUemMomepanurd u Op. 6 COOMBEMCMEUU C BbIAGIEHHLIMU NOMPEOHOCIAMU
nayuenma. A makdce 6pay-eeHemMuKx ocywecmeisnem Haoao0eHue pebeHKa ¢ CUHOPOMOM
mamepunckou DKV (koncynoemuposearnue, onpeoenenue makmuku 0000C1e008aHUsL U PeUleHUs]

sonpoca o J[HK-ouaecnocmuxe).

7. JonoiHuTe IbHAsA HH(pOpMaLus (B TOM YucjIe GaKTOPbI, BJUSIOLINE HA

MCXO0/1 3200/ 1€BaHNUST MJTU COCTOSTHHS)

I'dA — XPOHHUYCCKOC HCHU3JIICHHNMOC 38.6OJ'ICB8.HI/IG, MMO3TOMY MAalIMCHTHI HYXIAIOTCs B
AKTHBHOM JUCIIAHCCPHOM Ha6J'II-OI[eHI/II/I U HCIPCPLIBHOM JICUCHUU. HpI/I CBOGBpeMCHHOﬁ
JUAarHoCTUuKE H aHCKBaTHOﬁ TCpallii KIMHHUYCCKAas KapTUHA boiee 6HaFOHpI/I$ITHa, IIpu
OTCYTCTBHUU - IIOPAKCHUC HepBHOﬁ CHCTCMbI 6BICTpO IMpOrpeCcCUpycrT. MHorue NanuCHTHI,
CBOCBPECMCHHO JIUAIHOCTUPYCMBIC M IIOJIYyYarOIIHWE€ aJACKBATHYHKO TCPAIIUIO, JOXKUBAKOT IO
IMMPEKIIOHHOT'0 BO3pacCTa, )KUBYT MMOJTHOLICHHOM KM3HBIO U OCTABIISAIOT 3A0pPOBOC MMTOTOMCTBO.

Kpurepuu oieHKH KayecTBa NEPBUYHON MEIUKO-CAHUTAPHOH IOMOLIU

Ne n/mt | Kputepuu olieHKH KauecTBa Onenka
BBITIOJTHEHUSI

1. Beinonuen npuem (0cMOTp, KOHCYJIbTAIMs) Bpaya-rneauarpa win

Bpaya-TepareBTa NepBUYHbBIN JHa/Her
2. Beinonnen npuem (ocMOTp, KOHCYJIbTAIMs) Bpaya-reHeTHKa

MIEpPBUYHBII JHa/Her
3. BrinonneHo uccnenoBanue ypoBHs (heHMIIaTaHUHA B KDOBH B

paMKax IIPOBEICHNS HEOHATAIbHOIO CKPUHUHTA Jla/Her
4. BrinonHeHo uccnepoBane ypoBHs (heHUIIaTaHuHA B KPOBH BCEM

nanueHTam ¢ nojgo3peHreM Ha ' OA Jla/Her
5. BrinonHeHo uccnenoBane ypoBHs (heHUIIaTaHuHA B KPOBH BCEM

nanuentam ¢ ['@A Ha ¢oHe nueroTepanuu B BO3pacTe 10 3-X
MecseB — | pa3 B HeIemo (10 OTy4YeHHs pe3yIbTaToB B
npeaenax ot 120 mo 360 mxmois/n u ganee 1 pa3 B 10 gueit); ¢ 1
roja 1o 6 et — He pexe 1-2 paza B MecsIIl; ¢ 7 JIeT U cTapiie — He

pexe 1 pa3a B 3 mecsna Jla/Her
6. [IpoBeneHo B mpotiecce MpoBEACHUSI KOMITJIEKCA UCCIEA0BAHUN IS

JTUArHOCTHKHU (PEHUIKETOHYPHH MPOBOIUTH MOJEKYISIPHO-

reHeTHYeCcKoe rccienoBanne myrauii B renax PAH, PTS, QDPR, Jla/Her
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GCHI1, PCBD, SPR, DNAJC12 B kpoBH BCcEM MaIMEHTaM C
runepeHnIATaHUHEMHUEH, Y KOTOPBIX HE BBISIBJICHO YaCTBIX
myTauuii B rene PAH

[IpoBeaen B mporiecce MPOBEACHUSI KOMILIEKCA UCCIIECOBAHUMN IS
JMArHOCTUKHU (PEHUJIKETOHYPUH HArpy304HBIi TECT C
CanpoITEepUHOM (B T€UCHHE HE MEHEe 48-4acoB) MAlMEHTaM CTapliie
roja ¢ myranusamu B reie PAH, kotopsle acconuupoBaHsl ¢
YyBCTBUTEIBHOCTHIO K BH4

Nla/Her

BeimonHeHo B nporiecce KOMIUIEKCHOTO OIPEIeIeHUs
KOHIICHTPALIMU Ha aMHUHOKHUCIIOTHI M AIIMJIKAPHUTUHBI B KPOBU
METOJIOM TaHAEMHON MacC-CIIEKTPOMETPHH OIIPEACICHUE
COOTHOIIICHU (peHMITaTaHNHA/THPO3HHA nanueHTaM ¢ ' @A

Nla/Her

BrinonneHo uccienoBanue ypoBHs (heHUIIalaHuHA B KPOBU
(6bepemeHHBIM C ruTIepPCHIIIATAHMHEMUEH Ha JOHE TUETOTEPAITUU
He pexe 1 pa3a B 7 queii B I tpumecTtpe u He pexe 1 paza B 2 Henenu
Bo I u I1l TpumecTtpax)

Nla/Her

10.

BeImonHeHO ynbTpa3sByKOBOTO HCCIIEAOBAHUS TUI0/Ia OEpeMEHHBIM
xeHiuHaM ¢ '@A nHa cpoke 15-16 u 25-26 Henenb OEpeMEHHOCTH

JNla/Her

11.

BrinonHeHo Ha3HaYEHUE TUETOTEPANHH C UCTIOIB30BAHUEM
HU3KOOCTKOBBIX IMPOJTYKTOB IMUTAHUS MAITUECHTAM C KOHIICHTpaIuei
(dheHnnananuHa B KpoBU >360MKMOIIB/JT (He T03xe 30 THS )KU3HU
MaUeHTa ¢ OTKJIOHEHUEM YPOBHS (DeHUIIAIaHWHA TIPU
HEOHATaJIbHOM CKPUHUHTE)

Jla/Het

12.

HasnaueHa/ckoppekTUpOBaHa Teparus CalpoNTePUHOM MMalieHTaM
¢ BHy-nedunutroit u ¢ ®AI-gedunutHoin
runepdeHnIaIaHnHEMHUCH, YYBCTBUTEIIHLHON K CAlTPONITEPHHY

Nla/Her

13.

Ha3znauenn: CIICHUAIN3NPOBAHHBIC ITPOAYKTHI J1e4e0HOr0 MUTAHNSA
(6e3 comeprkanus peHHUIaIaHNHA)

Jla/Her

14.

[TpoBeneHa KOPPEKITUS AUCTOTSPAITAH IS JOCTHKCHHUS [IETICBBIX
ypoBHei#l Genmnnanannna (ypoenb penunanannna < 360 MMoIIb/1)

Jla/Her
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Kpurepun oneHku KayecTBa CieMAJIN3HPOBAHHON MeIMIMHCKON MOMOIIM

Ne i/t

Kputepuu onieHku kauectna

OneHka
BBIIIOJIHEHUS

Brinonnen npueM (0cMOTp, KOHCYJIbTalMs) Bpaya-TnieiuaTpa Ui
Bpaya-TeparieBTa

Nla/Her

no

Brinonnen npuem (0cMOTp, KOHCYINIbTalMs) Bpaya-TeHEeTHKa

Jla/Het

BeinonHeHo onpeseneHne ypoBHs (eHUIAIaHMHA B KPOBU BCEM
naruentam ¢ '@A Ha done nueTorepaniu

la/Her

IIpoBenen B nmporecce MPOBEIEeHU KOMIUIEKCA NCCIIE0BaHUM U1
JMAarHOCTHKH (PEHUIIKETOHYPUU HArpy30YHBIN TECT C
canpoInTepuHoM (B TedeHHe He MeHee 48-4acoB) MallMeHTaM CTaplle
roja ¢ Myrauusimu B reie PAH, kotopble acconnpoBaHbl ¢
YyBCTBUTEIHLHOCTHIO K BHy

Jla/Het

BrinonHeHo B mpoliecce KOMIUIEKCHOTO ONpeAeIeHUS
KOHIIEHTPAllMK HAa AMUHOKHUCIIOTHI U AllWJIKAPHUTUHBI B KDOBU
METOJIOM TaHJIEMHON MacC-CIEKTPOMETPHUH OIPEICICHHE
cooTHoIeHus GeHmIaIaHnHa/Tupo3nHa nanventam ¢ ' GA

Jla/Het

Ha3znauena/ckoppeKkTupoBaHa JUETOTEPANHS C HCIIOJIb30BaHHEM
HU3KOOEIKOBBIX MPOJYKTOB MUTAHUS MAIUEHTaM C KOHIICHTpaIuei
(denmnananuHa B KpoBu >360MKMoITe/T (He To3ke 30 THS KU3HH
ManueHTa ¢ OTKJIOHEHHEM YPOBHA (DeHUTIaIaHUHA TTPU
HEOHATaJbHOM CKPUHUHIE)

JNla/Her

[IpoBeneHa/ckoppeKTHpOBaHa TepaIUs CAPONTEPHHOM IMAIIMCHTaM
¢ BHs-nedunutHoi u ¢ ®AI-nedunutHOM
runepdeHnIaIlaHnHEMUEH, YyBCTBUTEIHHON K CAlTPONITEPUHY

Jla/Het

Haznauenn: CIICHUAIN3UPOBAHHBIC ITPOAYKTHI J1Ie4eOHOr0 MUTAHNSA
(6e3 comeprkanus peHHUIAIaHNHA)

Jla/Her
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npodeccop kadenpsl neauarpun U AeTckoi peBmaroiorun ®I'AOY «llepseiit MITMY
uM. U.M. CeuenoBa» Munsapasa Poccun (CeueHoBckuit YHuBepcurer) I[louerHslit
ITpencenarens Mcnonkoma Coro3a nenuarpos Poccun.

bopoBuk Tarpsina DpyapmnoBHa — mnpodeccop, A.M.H., 3aBeAyrolas jigadopatopueit
MATAaHUS 370poBOTO W OosibHOrOo pebenka @OI'AY  «HayuHplli MEIMIIMHCKUN
MCCJIEI0OBATENIbCKUN 1IEHTP 3A0pOBbs AeTeil» MunszapaBa Poccuu, wien Acconuanuu
MEAMIMHCKUX FeHeTUKOB (AMI)

bymyeBa TaTtbsana BnagumupoBHa — J1.M.H., BEIYLIUNA Hay4YHBIN COTPYJIHUK
1abopaTOpUM MUTAHMS 30POBOTO U OosibHOTO pedeHka PI'AY «HayuHblii MeIUITMHCKAN
MCCJIEI0OBATENbCKUN TIEHTP 3J0pOBBs AeTeil» MunszapaBa Poccuu, wien Accornuanuu
METUIIMHCKUX reHeTUKOB (AMI).

Bapuna 3ynepus WnbcypoBHa — 3aBeaytomas MI'K I'AVY3  PecnyOnukaHnckas
KiuHu4eckas 0onpHUIAa M3 pecniydnuku Tarapcran, uieH Accolualuyd METUIIUHCKUX
reHeTuxkoB (AMI).

BumneBa Enena AnekcangpoBHa — J.M.H., 3aMmectutens pykoBoautens HUNU
neauaTpun U oxpansl 310poBbs aereil [IKb PAH MunoGpHayku mo naydHoii pabore,
noueHT Kadenpsl ¢dakylnbTeTCKON meauaTtpuu mneauarpudeckoro (akympreta ®I'BOY
BO «PHUMY um. H.U. IluporoBa» MunzgpaBa Poccun, unen Coro3a [lenuatpon
Poccun

l'omuxuna TarbsiHa AuekcaHgpoBHa — K.M.H., Bpau-reHeTuk [bY3 «Hayuno-
UCCIIeIOBATeNbCKUN MHCTUTYT — KpaeBast kimHndeckas 6onpauna Nel um.npodeccopa
C.B. Owuanosckoro» M3 KpacHomgapckoro kpasi, WieH AcCCOIHAIMA MEIUIIMHCKHUX
reHeTukoB (AMI).

I'yanoposa Ilonuna — k.0.H., Hay4HbIi coTpynHuk nabopatopun JHK-auarnoctuku
OI'BHY «Menuko-reHeTHYeCKil Hay4Hblii LEHTp UM. akageMuka H.I1. boukoBay.
Kypkoa Hartanus BsuecnaBoBHa — K.M.H., BEAYHUIMH HAy4dHbIM COTPYIHUK
nabopaTopu MOJIEKYJISIPHOM TEHETHKHM U KieTouHou Owomoruu DPI'AY «Hayunsiit
MEJIULIMHCKUN HCCIIEIOBATENBCKUI LEHTP 340pOBbs Aerei» Munznpasa Poccuu, diieH
Acconmanuu MEeIUIMHCKUX TeHeTUKOB (AMI).

3axapoBa Exarepuna lOpreBHa — 1.M.H., 3aBeayromas jJabopaToprell HaclIeICTBEHHBIX
6one3neit oomMena OI'BHY «Menuko-reHeTHUYeCKHI HAy4HbI LEHTP HM. aKaJeMuKa
H.II. boukoBa», unen Poccuiickoro oOmecTBa MEIUIIMHCKUX TEHETUKOB, UIEH

CBpOHeﬁCKOFO 06II.ICCTB8. M0 HU3Y4YCHUIO HACJICACTBCHHBIX Oolle3neli oOMeHa BC€IICCTB

(SSIEM).
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12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

3BonkoBa Haranes ['eoprueBHa — K.M.H., CTapIIMi HAYYHBIM COTPYIHHUK JabopaTopuu
NUTaHusg 370poBoro u OosbHOro pebenka OI'AY  «Hayusblit  MenUUMHCKUN
MCCJIEI0OBATENbCKUN 1IEHTP 3J0pOoBbs jAeTeil» MunszapaBa Poccuu, wien Accornuanuu
MEJUIIMHCKUX reHeTHKOB (AMI).

Kysenkosa Jlrommuna MuxaitnoBaa — mpodeccop, A.M.H., HadanbHUK [leHTpa nerckoi
MICUXOHEBPOJIOTUH, 3aBEAYIOIIAsl OTJACICHUEM TICUXOHEBPOJIOTUU U TICUXOCOMATUYECKON
natojgorun OI'AY «HayuHblii MEIUMIMHCKUN HCCIEI0BATENbCKUM LIEHTP 340POBbS
netei» Mun3zapasa Poccun, iieHn Accornuanuy MEIUIIMHCKUX TeHeTHKOB (AMI).

KymnieB Cepreit Banosuu — axanemuk PAH, npodeccop, a.m.H., nupektrop ®PI'BHY
«Menuko-reHeTnYecKnii HaydHbl LeHTp uM. akanemuka H.II. boukoBay», Ilpe3uneHt
Accoumanuy MEIUIMHCKUX reHeTUKkoB (AMI).

JlatpimoB Aptyp llamuneBuy — k.M.H., 3aBenytomuii MI'L[ '6Y3 MO MOHUKU, unen
Acconmanuy MEeIUIMHCKIX reHeTUKoB (AMI).

Jlssuna Jlupgus BukTopoBHa — K.M.H., Bpaud-TeHetuk, Cankr-IlerepOyprckoe
rOCyJapCTBEHHOE Ka3€HHOE YUPEXKJICHHE 3/IPaBOOXpaHEHHUs «JlMarHOCTUYECKHI IEHTP
(MEIUKO-TeHETUYECKH )», WieH ACCOLMAUUA MEAUIIMHCKIX TeHeTUKOB (AMI).
MaryneBuu CpernaHa AnekceeBHa — J.M.H., 3aBeaywomas MI'K I'BY3 «Hayuno-
uccien0BaTeNnbckuil UHCTUTYT — KpaeBast kimanudeckast 6onpauia Nel um. mpodeccopa
C.B. Owuanosckoro» M3 KpacHogapckoro kpasi, u4jeH AccCOIHaIUud MEIUITUHCKUX
reHetuxkoB (AMI).

Hazapenko Jlrommuna IlaBnoBHa — mpodeccop, A.M.H., 3aMECTUTENh AUPEKTOpA IO
Hay4YHOU U JieueOHOM paboTe, pyKOBOJIUTENH JJA0OPATOPUU HACIIEICTBEHHOUW MAaTOJIOTHH
HUWN wmempunuackoit renetumku, Tomckoro HUMIL PAH, wren Accomumarnuu
MEAUIMHCKUX TeHeTUKOB (AMI).

HamasoBa-bapanosa Jleitna CeiimypoBHa — akagemuk PAH, mpodeccop, aA.M.H.,
pyxoBogutens HUW neauatpum u oxpansl 310poBbs aereid LIKb PAH MunoOpnayku,
3aBeayromas kadeapoi (PakyIbTETCKON TeANATPUM TEAUATPUUYECKOTO (DaKyIbTeTa
®I'bOY BO «PHUMY wum. H.U. IluporoBa» MunznpaBa Poccum, Ilpencenarens
Hcnonkoma Coro3za neauatpos Poccun.

Huxkutnna Hatanes BukropoBHa — K.M.H., 3aBenyromas otaeinenuem MI'K I'bY3 CO
Knunauko-nmuarnoctuaeckuit 1meHTp «OxpaHa 370pOBbS MaTepu W peOCHKa», UICH
Acconmanuu MEIUIMHCKUX TeHeTUKOB (AMI).

Huxonaesa Ekatepuna AlekcaHApOBHa — JI.M.H., TJIaBHbI HAay4YHBI COTPYIHUK,

PYKOBOAUTCIIb OTACIICHUA HACIICACTBCHHBIX U BPOXICHHBIX 3a00JIeBaHUH C HapyImCcHHuEM
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22.

23.

24.

25.

26.

27.

28.

29.

30.

ncuxukn HaydHo-Hccie1oBaTenbCKOro KIMHUYECKOTO HWHCTUTYTA IEIUATPUHA HWMEHHU
akan. 1O.E. Benprumesa '6OY BIIO PHUMY um. H.W. ITuporosa Munsapasa Poccuu,
4jieH Accoluanuy MEIULIUHCKUX TeHeTUKOB (AMI).

[TomsikoB  Anekcannp BnagumupoBnu — wi.-kopp. PAMH, npodeccop, a.M.H.,
sapenyromuii  nabopatopun JIHK-muarnoctuku @OI'BHY  «"Menuko-reHeTHYecKuii
HayuHbld LEeHTp uM. akaaemuka H. II. boukoBa», uimeH Accouuanuv MEAUIIUHCKHUX
reHeTukoB (AMI).

[TymkoB Anekcanap AnekceeBud — K.0.H., BEIYIIHI HAyYHBIH COTPYIHHK JabopaTopuun
MOJICKYJIIDHON TEeHEeTHKH M KietouHor Ouonormun PI'AY «HayuyHbiii MeIUIMHCKUN
MCCJIEIOBATENIbCKUN TIEHTP 310pOBbs jAeTei» MunsapaBa Poccun, uneH Accoruanuu
METUIIMHCKUX reHeTUKOB (AMI).

Penuna CBernana AdanackeBHA — Bpau-TEHETUK OT/ea OpraHU3allid MeIULUHCKON
nomomn PI'BHY «Menuko-reHeTHuecKuii Hay4yHbld LEeHTp uM. akajgemuka H.IL
boukoBay, uneH Acconuauy MEIUIUHCKUX reHeTUKoB (AMI).

PocnaBueBa Enena AunekcaHnpoBHa — K.M.H., CTapIIMi Hay4YHbIH COTPYAHMK
naboparopuu MuTaHUs 370poBoro u 6omapHOro pedenka GI'AY «HayuHblil MeTUITUHCKUT
HCCIEN0BATENLCKUN IIEHTP 3/I0POBbs Jereii» Mun3znpasa Poccun.

CaBoctpsinoB Kupumt BuxtopoBud — Kk.0.H., HadanbHHK LleHTpa (yHIaMeHTaIbHBIX
ucciaenopannii B nexuarpun GPI'AY «HayuHbli MEOUIMHCKHMI HCCIENOBATEIbCKUN
LEHTp 3A0poBbs Jerei» Mun3zapaBa Poccun, wieH Acconuanuu MEAUIIUHCKHX
reHetukoB (AMI).

CentoBa ['ympHapa HapumaHoBHA — K.M.H., TJIaBHBIM Bpad MeaMKO-T€HETUYECKOTO
nentpa (I'enernueckoii knmaukn) HUUM memuuumnckoit renernku, Tomckoro HUMIL
PAH

CenumzsiHoBa Jlummua PoOGeproBHa — K.M.H., BeAymui Hay4Hblil coTpynnuk HUU
neauatpuu M oxpanbl 310poBbs neredl LIKb PAH MunoOpHayku, noueHT kadeapsl
neguatpuu U aerckoi pesmartosiornu PI'AOY «llepeeiit MI'MVY nm. U.M. Ceuenoa»
Munsapasa Poccun (CeuenoBckuii Yausepcurer), wieH Coro3a [leauatpos Poccuu
CemenoBa Haranus AnexcanapoBHa — K.M.H, CTapIIMi HAay4YHbIH COTPYAHHMK HAyYHO-
KOHCynbTaTuBHOrO oTaena PI'BHY «Menuko-reHeTHd4ecKuid HAay4YHBIA LEHTP UM.
akagemuka H. I1. boukoBay, unen Acconuanun MeTUIUHCKUX reHeTHKOB (AMI).
Cy66otun JImutpuii MuxaitnoBuu — Bpad-reHeTHK @I'BHY «Menuko-renerndeckuit
HayuyHbli 1eHTp uM. akajgemuka H.II. BoukoBay», unen Accouuanuu MeAUIIMHCKHUX

reHeTukoB (AMI)
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31. ®ucenko Annpei [lerpoBuu — mpodeccop, A.M.H., nupektop PI'AY «HMUL] 3n0poBbs
nereit» MunszapaBa Poccun, Ilpesupent IIpodeccronanbHoil  00IIECTBEHHOM
opraHu3anuu (accouuanuu) JeTcKuX Bpauel «VHunumaTiBa CrieuanucToB NeJUaTpun U
HEOHATOJIOTHU B Pa3BUTUU KIMHUYECKUX MPAKTUK» 110 BOIIPOCAM MEIUATPHH.

32. ®enoroBa Tarpsina BanepreBHa — K.M.H., 3aBeAyromas MI'K BY3 BO BOKBNel, unen
Accoumanuy MEIUIMHCKUX reHeTUKoB (AMI).

33. lllectonanoBa Enena AmnapeeBHa — K.M.H., PYKOBOIUTENb MOCKOBCKOTO LEHTpa
HEOHATAJIbHOI'O CKPUHUHra (MEIMKO-TEHEeTHYEeCKoe OTAeleHue) npu Mopo30BCKoOi
JETCKON TOpPOJACKOM KJIMHUYECKOH OosbHUIE, wWiIeH AccouualMd MEeAULUHCKUX

reHeTuxkoB (AMI).

ITpencraBuTenn OOIECTBEHHBIX OPraHU3AIMI:

34. banabanoBa Enena Hukomaesna — IlIpesuperr AHO «OOmecTBo MaMeHTOB ¢
(denunkeTonypuei», r. Mocksa

35. bamkupoBa Ombra ApkaneeBHa — [lpencemarens Permonanbnoit OOmiecTBEHHOM
Opranuzanuu Pecniy6nuku Tarapcran "ConelictBue 601bHBIM (hEHUIKETOHYpUEi"

36. MapeuenkoBa Hartanbss HWropesna — Ilpeacenatens Kemeposckoit OO6mactHOi
OO01ecTBeHHOW OpraHU3aIluK POJUTENICH JeTel C TMarHo30M (PeHUIKETOHYPHS

37. CepanioBa Bukropusi AnaronbeBHa — Ilpencenarens HoBocuOupckoit PernonansHoi
OOmectBeHHON OpraHu3aluy MHBAJTUAOB C (DEHUIKETOHYpUEH M JPYrUMHU pEeAKHUMHU
3aboneBaHuAMHU "Popmyra KU3HH"

38. CrmenmmoBa TatbsiHa AulekceeBHa — JIUPEKTOp PermoHanbHOW — 0OIIECTBEHHOMH
OpraHu3aIy MOMOIIM JoaaM ¢ ¢eHunkeronypueir mo CapatoBckoit obimactu "Bkyc
KU3HA"

39. XakumoBa Martmoba A6GayBaxugoBHa — IlIpencenarens IlpaBnenus PernonanbHOM
0OLIECTBEHHON OpraHU3alluy TOMOUIH JIIOASIM C (PEHUIKETOHYpUEH U IPYTUMH PEIKUMHU
3aboneBanusMu "OKY PB" no Pecnybnuke bamkopTocran, pykoBoAUTENb HAPABICHUS
OKYVY Bcepoccuiickoro obmecTBa penkux (ophaHHbIX) 3a0071eBaHNI

ABTOpPBl  TOATBEP)KIAIOT  OTCYTCTBHE  (MHAHCOBOW  MOAJIEP’KKU/KOH(IMKTA

MHTEPECOB, KOTOPHIN HEOOXO0AUMO 0OHAPOA0BATH.

Ipuioxkenue A2. MeTom010rusi pa3padoTKu KINHUYECKUX PeKOMEHAAIM i
HaCTOHIJ_II/IC PECKOMCHAAIIMNU  MPCAHA3HAYCHBI UIA TPHUMCHCHUA  MCIAUITUHCKUMU
opraHu3anuvsMu MW YUIPCKICHUAMU (bejlepaHI)HBIX, TCPPUTOPHUATIBHBIX W MYHUIHUIIAJIBHBIX

OpPraHOB  YIPAaBICHHUSA 3/PAaBOOXPAHEHHEM, CHCTEM O053aTeJBHOTO M JO0OPOBOJIBHOIO
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MEIUIMHCKOTO  CTPaxOBaHMs, JPYIMMH  MEIWLIMHCKAMH  OpPraHU3alMsIMU  pa3JIMYHBIX
OpraHU3alMOHHO-TIPABOBBIX (HOPM NIEATENBHOCTH, HAlpaBIEHHOW Ha OKa3aHUE MEAMIMHCKOM
IIOMOLIH.

Hacrosmue pekoMeHaluy YCTaHABIMBAIOT BUJABI, 0O0bEM U HHIUKATOpPHl KadyecTBa
MEAMIMHCKONW MOMOUIM MalMeHTaM NpU (HEHUIKETOHYPUU U ObUIM paccMOTpeHbl 23 OKTIOps
2019 roga B paMKax 3KCIEPTHOro coBeTa B MOCKBe.

KnuHuueckne pexkoMeHJalMu CO3JaHbl Ha OCHOBAHMM CHUCTEMAaTHUYECKOro 0030pa
auteparypsl 1990-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, Orphanet u OMIM, a Tak:ke MeKIyHApPOAHBIX KIMHUYECKUX PEKOMCHIAIIHIA
10 JMAarHOCTHKE, JICYCHHUIO U BEICHUIO OOJIHBIX ¢ META0OIMYECKUMH OOJIC3HIMH.

bbuin  Mcronb30BaHbl MHTEPHET-JI@HHBIE, MPEJICTABICHHbIE HAa MEXAYHAapOAHBIX H
HAI[MOHAJILHBIX cailTax oOIIecTB peAkux Ooyie3HEW M 0OIeCTBEHHBIX opranuzanuii. ['yOuna
MIOMCKA COCTaBJIsIA 5 JeT

OneHka KadecTBa JOKAa3aTEJIbCTB M CHJIbI PEKOMEHJALUN IPUMEHEHUS MEIULUHCKUX
TEXHOJIOTUH TPOBOJWIACHE B COOTBETCTBUU C YHH(HIIMPOBAHHOW INKAJIOH, NMPHUBEICHHOH B
Tabimuax 1-3.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMM:

Bpauu-renerukuy;

Bpauu o01eit BpaueOHOM MpaKTUKH (CeMeiiHbIe Bpaun);
Bpaun-neauarpsl;

Bpauu-tepaneBTsl;

Bpauu-gueronory;

Bpauu-nespouory;

Bpaun-nicuxuarpsi;

MeauiuHcKue IICHUXOJIOTH,

© o N o gk~ wbhPE

Bpauun-akymepsl-ruHEKOJI0TH;

[EY
o

. Bpaun-neonaronoru;

-
-

. Bpaun- nabopaTtopHoii reHeTuKH;

=
N

. Bpaun ximHu4eckoi 1abopaTopHOil TMarHOCTUKY;

[EY
w

. Ctynentsl MmeguuuHCcKux BY30B;

[EEN
N

. OGyuarommecst B OpJuHAType.

Tab6auna 1. [lkana oueHku ypoBHeW gocToBepHOCTH jaokazatenscTB (Y/I) s

METOA0B JUAarHOCTUKH (,[[I/IaFHOCTI/I‘-IeCKI/IX BMCI_HaTCJ'IBCTB)
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YA Pacun¢pposka

1 Cucrematndeckre 0030pbl MCCIEAOBAHUN C KOHTPOJEeM pedepeHCHBIM METOJOM WU
CHUCTeMaTH4YeCKHil 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCICAOBAHUHA C
NpPUMEHEHHEM METa-aHajn3a

2 OTnenbHBIE HMCCIENOBAHUS C KOHTPOJEM pEePEpEeHCHBIM METOJOM WU OTICIbHBIC
PaHIOMHU3HPOBAHHBIC KJIMHUYECKUE WCCIICAOBAHUS W CHCTEMAaTHYeCKHe 0030pHbI
UCCIIEIOBaHMI JIF0O00TO JHM3aifHa, 32 UCKITFOUYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYCCKHX
UCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHalln3a

3 HccnenoBanust 0€3 MOCIEIOBATEIBHOTO KOHTPOJIS pe(PEepeHCHBIM METOIOM WU
UCCIIEIOBAaHUS C pePEepeHCHBIM METOJO0M, HE SBISIOMIMMCS HE3aBUCHMBIM  OT
UCCIIEIyeMOTO METOJla MM HEePaHJOMU3UPOBAaHHBIC CPABHUTEIIBHBIC UCCIICIOBAHHS, B
TOM YHCJIE€ KOTOPTHBIC UCCIICIOBAHHUS

4 HecpaBHUTEIbHBIE HCCIICIOBAHUS, OITMCAHUE KIIMHIUYECKOTO CITydast

5 HNmeercs nmumib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WM MHEHHE SKCIIEPTOB

Tadauma 2. Illkana omeHku ypoBHEW mg0cTOBepHOCTH pAokazarensctB (YIJ1) mis

METOJ0B MPOGUIAKTUKH, JICYCHUS U peaduiaurtanuu (MpodUIaKTHUECKUX, JIeYeOHBIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMCIJ.IB.TCJIBCTB)

Y Pacmmgposka

1 | Cucremaruueckuii 0630p PKU ¢ npumenennem Meta-aHanmnsa

2 | Ornensupie PKM u cucrematnueckue 0030pbl HCCIIEAOBAaHUM r000ro ausaiiHa, 3a
nckioyennem PKH, ¢ npumenennem Mera-aHanusa

3 | Hepangomu3upoBaHHbBIE CPABHUTENILHBIC UCCIIEIOBAHNS, B T.4. KOTOPTHBIE HCCIIETOBAHUS

4 | HecpaBHUTENbHBIE MCCIEIOBAHUS, OMMCAHUE KIMHUYECKOTO Cllydyasl WM CEepUH CIIy4yaeB,
VCCIIETIOBAHMS «CIIY4aii-KOHTPOJIb)

5 | Umeercs numb 0OOCHOBaHME MeXaHU3Ma JEHCTBHMSI BMEIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IGJIOBaHI/Iﬂ) HJIN MHCHHE SKCIICPTOB

Tabmmna 3. Illkana ouenku ypoBHe#l yOenurtenbHocTH pekomeHpanuil (YVYP) nns

MCTOO0B HpO(l)I/IJ'IaKTI/IKI/I, JAUAarHoCTUKH, JICUCHUSA U pea6I/IJ'II/ITaI_[I/II/I (HpO(l)I/IHaKTI/I‘IeCKI/IX,

JANarHoCTHYCCKHUX, JIC‘-IC6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI.I.IaTeJ'ILCTB)

YYP Pacungposka

A

CunpHas pexkoMeHIalus (Bce paccMarpuBaemble KpuTepuu 3(P(HEKTUBHOCTH
(ucXompl) SBISIOTCS BaXXHBIMHM, BCE MCCIEIOBAHUS MMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTENBHOE  METOJOJIOTMYECKOe  KauyecTBO, WX  BBIBOABI IO
MHTEPECYIOIIUM UCXO0JaM SIBIISIFOTCS] COITIACOBAHHBIMU )

B VYcnoBHas pekoMeHJanus (He Bce paccMaTpuBaeMble KpUTepUH 3()PeKTUBHOCTU
(McXompl) SIBISIOTCS BaXXHBIMHM, HE BCE HCCIEIOBAaHHMS HMMEIOT BBICOKOE WIIH
YIIOBJIETBOPUTENBbHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI 10
MHTEPECYIOIINM HCX0JIaM He SIBJISIOTCS COTJIACOBAHHBIMHU )

C Cnabast pekomeHanus (OTCYTCTBUE J0Ka3aTeNbCTB HAJIEXKAIIEro KayecTBa (Bce

paccMaTpuBaeMble KpUTEepUH 3(PHEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIJIEOBAHNS UMEIOT HU3KOE METOJO0JOTNYECKOE KaUYECTBO U MX BBIBOJBI 110
MHTEPECYIOIINM HCX0JIaM He SIBJISIOTCS COTJIACOBAHHBIMN)
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IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHIaln.

MexaHu3M  OOHOBJEHHMS  KIMHUYECKMX  PEKOMEHJAUMK  TMpeaycMaTpuBaeT  HX
CHUCTEMAaTHUYECKYI0 aKTyallu3allMi0 — HE pexe 4YeM OJUH pa3 B TpPU roja, a TaKkxKe Ipu
MOSIBJICHUH HOBBIX JaHHBIX C MO3MIMH JI0Ka3aTeIbHOW METUIIMHBI [0 BOMPOCAaM AMATHOCTUKH,
JedeHus, NpoPUIAKTHKY U peaOuInTalud KOHKPETHBIX 3a00JIeBaHUN, HATUYMH 00OCHOBAHHBIX

JIOTIOJTHEHNI/3aMeuanuii K paHee yrBepka¢HHbIM KP, HO He yame 1 paza B 6 mecses.

73



IIpunoxenne A3. ChnpaBouHble MaTepHajibl, BKJIIYAs COOTBETCTBHUE
NMOKA3aHUI K NMPUMEHEHMI0 U MPOTHBONOKA3aHMI, CIOCOO0B NMPUMEHEHUS U
103  JIEKAPCTBEHHBIX  MpenaparoB, HWHCTPYKUMH 1O TNPUMEHEHHIO
JIEKAPCTBEHHOT'0 Mpenapara.

IMpuiaoxenne A3.1 OcHOBHbIE HOPMATHBHO-TIPABOBbIE AKTbI

1. ®enepanpHbiii 3akoH "OO OCHOBaX OXpaHbl 370pOBbS TpaxaaH B Poccuiickoi
Oenepanun" (N 323-d3 ot 21.11.2011).

2. Tlocranosnenue IlpaBurensctBa P® ot 30 urons 1994 r. N 890 "O rocymapcTBeHHOM
MOAJEPKKE Pa3BUTUS MEAMIMHCKOW MPOMBIIIJICHHOCTH M YIYYIIEHUU OOecredeHus
HACEJICHUs M YYPEKIEHUN 3ApaBOOXPAHEHUS JIEKAPCTBEHHBIMU CpPEACTBAMH U
W3ICTUAMHI MEIUIIMHCKOTO Ha3HaueHUs" (C MI3MEHEHHUSIMU U JOTIOJTHEHUSIMU )

3. Tlpukaz MumznpaBa Poccum ot 21.04.2022 N 274m "OOG yrBepxknenuu Ilopsaka
OKa3aHWs MEIUIMHCKOW TOMOIIM  TMalMeHTaM C  BPOXKICHHBIMU U (WJIN)
HaCJIEICTBEHHBIMU 3a00JIeBaHUAMU" .

4. Tlocranosnenue IlpaBurensctBa Ne403 ot 26.04 2012r "O mnopsigke BeAeHUs
@denepalibHOTO ~ perucrpa Jul, CTPAJAIOLIUX  YrpOXKAOIMMMH W XPOHUYECKU
MPOTPECCUPYIOIIUMH  PEIKUMH  Oop(aHHBIMU  3a00JE€BaHUSIMH, TMPUBOJALIUMUA K
COKpAIIICHUIO TPOJOJDKUTEIBHOCTH KU3HH TPAKIAH WIM WX HUHBAIMIHOCTH M €O
pPErHoHAIILHOIO CerMeHTa".

5. Kpurepuu onenku kauecta MmeauuuHckoil nomouu (Ilpukaz M3 P® or 10 mas 2017 r.
Ne 2031 «O0 yTBep)ICHHH KPUTEPHUEB OIICHKH Ka4eCTBA MEIUITMTHCKOM ITOMOIITH )».

6. Ilpuka3 MunucrepcTBa 3apaBooxpanenusi Poccutickori @eneparuu ot 15 nexadps 2014
r. N 8341 "O6 yrBepkaeHUH YHU(DULIUPOBAHHBIX (POPM METUIIMHCKON TOKYMEHTAIUH,
HCIIOJb3YEMBIX B MEJUIIMHCKUX OPraHU3alUsIX, OKa3bIBAOLUIUX MEAUIIMHCKYIO TTIOMOIIb B
aMOYJIaTOPHBIX YCIIOBUSX, U TIOPSIKOB IO UX 3aMOTHEHHIO".

7. Ilpuka3 Munzapasa Poccun ot 12.11.2021 N 10511 "O6 yrBepxnenun Ilopsnka naun
MH()OPMHUPOBAHHOTO JIOOPOBOJIBLHOTO COTJIACHSl Ha MEIUIMHCKOE BMEIIATENbCTBO H
0TKa3a OT MEAMIIMHCKOTO BMEIIATeNbCTBA, POPMBI HHOOPMHUPOBAHHOTO JOOPOBOIBHOTO
coriacus Ha MEAMIIMHCKOE BMEMIATeNbCTBO M (OPMBI OTKa3a OT MEIUIIUMHCKOTO
BMmemiarenscTBa" (BMecte ¢ "llopsakom naunm WHQOPMHUPOBAHHOTO JOOPOBOIBHOTO
corjacusi Ha MEJAMIIMHCKOE BMEMIATENbCTBO M OTKa3a OT MEJUIMHCKOTO BMEIIATENbCTBA
B OTHOIIICHHUH OTIPEACIICHHBIX BUAOB MEIUIIMHCKUX BMEIIATEIHCTB")

8. [Ilpukaz MwumszapaBa Poccum ot 24.11.2021 N 10941 "OG6 yrBepxkaenun [lopsiika
Ha3HA4YCHHUS JICKAPCTBEHHBIX TMpernapaToB, (GOpM  pelenTypHBIX OJIAaHKOB  Ha
JeKapCcTBeHHBIe Tpemapathl, [lopsaka oopmieHus yka3aHHBIX OJaHKOB, MX ydeTa
XpaHeHusi, popM OJIAaHKOB PEIEINTOB, COJEPKAMNX Ha3HAUYEHNE HAPKOTHYECKUX CPEACTB
WJTU TICUXOTPOITHBIX BEIECTB, [lopsiika MX U3roTOBJICHUS, pacpeIeiICHUs, pEeTUCTpaIliH,
ydera U xpaHeHus, a Takxke [IpaBun odopmiieHus OJaHKOB pEIENTOB, B TOM YHUCIE B
(hopme IIeKTPOHHBIX TOKYMEHTOB"

HNudopmanus o 1ekapcTBeHHBIX cpencTBax: https://grls.rosminzdrav.ru/
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OcHOBHbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJIMpYIolIHe OKa3aHue

NAJJIMATHBHOH MeIUIIMHCKOH MOMOIIH

1.

®enepanpubiii 3akoH "O BHeceHMM HM3MeHeHul B dDenepanbHblii 3akoH "OO OCHOBax
OoXpaHbl 3J0poBbsi Tpaxaan B Poccuiickoit ®epepauuu" 1o BOMpocaM OKa3aHUS
najuinaTuBHON Menuiruckor nomomu'" ot 06.03.2019 Ne 18-D3.

[Tpuka3 Munszapasa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O0
YTBEP)KJICHUH TIOJIOKEHUS 00 OpraHW3alMKM OKa3aHWs MaUIMATHBHOM MEIUITMHCKON
IIOMOUIY, BKJIFOYAs MOPSAAOK B3aUMOAEHCTBUS MEAUIMHCKUX OPraHU3ALUI, OPraHU3aLUil
COITMAIBHOTO OOCITYXKUBAaHHS M OOIIECTBEHHBIX OOBEIWHEHUM, WHBIX HEKOMMEPUYECKHX
OpTraHMU3aIi, OCYIIECTBIISIONIUX CBOIO JIEATEIBHOCTD B cpepe OXPaHbI 37J0POBHSI.
[Tpuka3z MunznpaBa Poccun Ne 348n ot 31 mas 2019 roga «O0 yTBepKICHUH TEPEUHS
MEIUIIMHCKUX W3JEINi, NpeIHa3HAYCHHBIX IS MOAJEpPXKAHUS OPraHOB M CHUCTEM
OpraHu3Ma 4eJ0BEeKa, IPEA0CTABISEMbIX JJIs UCIIOIb30BAHUS HA IOMY».

[Tpuka3z Munznpasa Poccun Ne 5051 ot 10 uronst 2019 rona «O6 yrBepxknenuu [lopsiaka
nepegayd OT MEIULMHCKON OpraHu3aliy MalueHTy (€ro 3aKOHHOMY IPE/ICTaBUTEINIO)
MEAMIIMHCKUX W3JICHA, TpPeIHA3HAYCHHBIX JUISI MOJICpKaHUus (YHKIUH OpPraHoB H
CHCTEM OpraHu3Ma 4esOBeKa, /ISl UCIIOJIb30BAaHUS Ha JOMY IIPU OKa3aHUM NaJNIMaTUBHOU
MCIUITUHCKON TOMOIIIH.

IIpoune HOpPMATHMBHO-NPAaBOBbIC JOKYMEHTBI, ¢ Y4eTOM KOTOPBIX pPa3padoTaHbI
KJIMHHYeCcKHe PeKOMEeHIaluM:

MexaynaponHas kiaccudukanus Oojie3Hel, TpaBM U COCTOSIHUM, BIMSIOIIMX Ha
3nopoBbe (MKB — 10);

[Tpuka3 Munznapasa Poccun ot 02.05.2023 N 2051 "O6 yrBepxaenun HoMmeHknaTypsl
JOJKHOCTEN MEIMIMHCKUX paOOTHUKOB U (hapMalleBTUYECKUX paOOTHUKOB"

[Tpuka3 MunzapaBa Poccun Ne 1031 ot 28.02.2019 1. «O06 yTBepXAe€HUU MOpPAIKA U
CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHAALUN, WX IepecMoTpa, THIOBOH (HOpMBI
KJIMHUYECKHX pPEKOMEHJalMi U TpeOOBaHMH K HUX CTPYKTYpe, COCTaBy M Hay4dyHOU
000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHIAMK HH)OPMALIUI.

[Tpuka3 Munsnpasa Poccun ot 13.10.2017 N 804n "OO yTBep:kIeHMH HOMEHKIATYPHI
METUIIMHCKUX YCIyT".

IIpukas MuHuCcTEpCTBA 3APAaBOOXPAHEHHMS U COLMAIBHOIO pasBurus Pocculickon
Oenepann «O  MOpsIKE NPUMEHEHHUS JIEKapCTBEHHBIX CPEACTB Yy OOJBHBIX IIO
YKU3HEHHBIM IT0OKa3aHuAM» oT 9 aBrycra 2005 r. Ne 494

Ipunoxenne A3.2 ITuonarorenerudyeckasi Kiaccupuxkanusa '@A

Kon HazBanue Jlokanu3anu

OMIM [TaTonoruu s1 reHa

depmeHT I'en

261600 THIIPOKCHITa3a PAH

(eHunnanaHuH- 12q922924.2
I'unepdenunananemus GAT-

nepunutHas (OKY)
(PAH)

261640  |['unepdenunananunemust BHy-  [6-mupyBom- PTS 11922.3923.
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nedunuTHas (Tar A) TeTparuIpo- 3
[ITEPUHCUHTA3a
(PTPS)
T'yaHO3HH- 14922.1g22.
I'mnepdenmnananunemuss BHs-  [Tpudocdar- 2
233910 pd o [rpubocd GCHI
nedunuTHas (Tun B) LUKJIOTUApPOIa3a
(GTPCH)
JUTHPO- 4p15.31
I'unepdenmnanannaemus BHy-
261630 NTEPUINH- QDPR
nedurnutHas (tun C)
penykraza (DHPR)
nTepuH-4- 10922
['unepdenmnanannnemust BHy-  [anbdakapOuHozamMu
264070 PCBD
nedunurHas (T D) HJCTHIpaTasa
(PCD)
JIODA-3aBucumast TUCTOHUSI  [CENTUANITEPUH- 2p13.2
182125 SPR
BH;-nedururaas penykrasza (SPR)
J-1oMeH- 10921.3
I'unepdenunanannnemus He- DNAJC
617384 coJiepsKaliuii 6enok
BHs-nepunurnas 12
1 (JDP1)

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

IIpniaoxenne A3.3 lnarHocTu4ecKue noka3areyan (peHHJIAHAHMHA ¥ ITEPUHOB B KPOBH,

MO4Ye M CHHHHOMO3TOBOH KHIAKOCTH

[Tokazaremn/
depment &
(a7
- - |z
x | o | £ |8
s |o g |z |8 |£ |8 |¢
|2 |= | |2 | | |8 | |¢8
2 € |£ |2 |2 |8 |2 | |=E Z
~ S ~ = o ~ — <C = =
2 5! 2 g= o} 2 T > > >
A~ Z m A Z M 72 T 7 <
AdGTPCH | N N N N | | N-l | | N N
ArGTPCH |1 ! ! N ! ! ! ! N N
PTPS 1 1 ) N 1 l l ! N N

~
D




SR N N N N N 1 ) ! N N

PCD 1 1 N-l |1 N N N N N N

DHPR 1 N 1 N N 1 ! ! N-| !

* AAGTPCH — ayToCOMHO TOMHHAHTHBIH JeQHUIUT TyaHO3UH-TpH(OC-PaT-IIUKIOTUApPOassl I;
ArGTPCH — ayrocoMHO peueccHBHBIH ne(UIUT TryaHO3HH-TpUdochar-muKiIoruaponass I,
PTPS — 6-nupyBomnrerparuapontTepuHcuHTasa, SR — cenmantepunpenykrasa, PCD — nrepun-
4-anpa-kapOunonamunaeruapartaza, DHPR —  agurmaponrtepmmunapenykraza, Phe —
¢ennnananua, Neo — HeonTepuH, Bio — Owontepun, Pri — mnpumanrtepun,SHIAA — S-
TUAPOKCUMHAONYKCYycHass kucinora, HVA — romoBanunuHoBass kuciora, SMTHF — 5-

metuterparuapodonar, K — kpoBb, M — moua, CM3k —CIHHOMO3T0Bast ’KUAKOCTb.

Ipunoxenune A3.4 AropuTm MoJIeKyJIAPHO-TEHETHYECKOM TMATHOCTUKH MALMEHTOB C
oA

Iouck mytanuii rena PAH

Kommenmapuii: ene 3agucumocmu om ouaznocmuueckou konyenmpayuu @A, Hauboree yacmoi
(98%) npuuunoii ecex I'PA sasnaromcs mymayuu 6 2ene PAH. Ilouck mymayuu eena PAH
ABNAEMCA MONEKYIAPHO-2eHEMUYECKUM UCCIe008AHUEeM, KOMOpOoe Cledyem HA3HA4amb 8 Nepeyio
ouepedsb. HckatoueHuem asusiomes nayueHmol ¢ NPo8eOeHHbIM UCCLe008AHUEM NIMEPUHO8 MOYU
UMY KpoBU, NO pe3yibmamam KOmMopo2o MOMCHO 0OHO3HAYHO 3anodospums BHs-0eguyummyio
I'DA.

1.IMouck yacteix myTaumii rena PAH

UccnenoBanme xomupyromieit mocnegoBarenbHoctd reHa PAH (cexkBenupoBanue no CeHrepy
WJIA MacCOBOE MapaJlIeIbHOE CEKBEHUPOBAHUE C MOCICIYIOIINM MOITBEPKIACHUEM PE3YJIbTaTOB
METO/IOM CeKBeHHpOoBaHus 110 CeHrepy)

2.Mouck nenenuii u gymaukamnuii rena PAH (meroq MLPA)

Kommenmapuii: B cnyuae ne obnapysicenust oonou unu ooeux mymayuii eena PAH nocne noucka
yacmelx mymayuii (@) nociredosamenvho HasHavaiomces ucciedosanusi (0), (C). Eciu 6
pe3yivmame noaHo2o ucciedosanusi eena PAH obe mymayuu ne o6viiu obHapysicenvl, ciedyem
nPOBOOUNDb UCCIEO0BAHUE 2EHO8 NO ANICOPUMMY HUICE.

3. Mouck myrammii B renax PTS, QDPR, GCH1, PCBD1, SPR, DNAJC12

Kommenmapuui: B ciayuae  Hanuuus — pe3yiomamos — OUOXUMUYECKUX — UCCAeO08AHUI,
noOmeepHcOaowux Hauuuue y nayuenma onpeoenenHou gopmor BHa-dedpuyumnoii I'®PA,
MOMNCHO NPUCMYNUMb CPA3Y K UCCAE008AHUI0 COOMEEMCMEYIoWe20 2end. B npomusnom ciyyae,

PEeKOMeHOYemcsi Npo8ooUmMb UCCIe008aHUe 2eHO08 8 YVKA3aHuHOU nociedosamenvrHocmu. PTS,
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QDPR, GCH1, PCBD1, SPR, DNAJCI2 (no uacmome ecmpeuaemocmu). B cayuae
UCNONb308AHUSL MEMOOOM MACCOB020 NAPAILIENbHO20 CEKBEHUPOBAHUSL B03MOICHO UCCIE008AHUE
BbIUIENEPEYUCTEHHBIX 2eH08 00HO8peMeHHo. Heobxooumo ommemumyb, umo 6ce pe3yibmamol,
NOJYYEHHbLE C UCNOTIL30BAHUEM MEMOO08 MACCOBO20 NAPALLEIbHO20 CEKBEHUPOBAHUS, He MO2YM
UCNONB308AMbCSL 8 KIUHUYECKOU NpaKmuke Oe3 noOmeepiucOeHUs pe3yibmamos pedepeHCHbIM
memooom (cexgenuposanue no Ceneepy 011 MOUEUHBIX HYKIEOMUOHBIX 3AMEH), a MaKice
cemeliH020 aHanu3a cezpe2ayull BblAGNIEHHbIX GAPUAHMOS (onpedeieHue Yuc- Ui mpauc-

NON0dCEHUS OISl AYMOCOMHO-PEYECCUBHBIX 3A001e6aHULL).
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[Mpuaoxenne A3.5 UndopmMupoBaHHOE COIJIacHe 3aKOHHOI0 MpeACTABUTE/sl pedeHKa ¢
I'DA 0 He0OX0AMMOCTH JieUeHHs U CO0/TI0/IeHus1 TpeOoBaHMii Bpaya

A,

(D.U.0. nornocmoio)

SIBJISIFOCH 3aKOHHBIM IPEICTaBUTENIEM (MaTh, OTELl, YCHBIHOBHUTEIIb, OMEKYH, IMONEYUTENb) peOeHKA

WM JIUIA, TPU3HAHHOTO HEACECIIOCOOHBIM

(D.U.O. pebenka unu HedeecnocobH020 cpaicOAHUHA — NOTHOCIBIO, 200 POAHCOEHUS)
OCBEJIOMJICH 0 HEOOXOAUMOCTH COOJI0ICHHS TPeOOBAaHMI Bpayda 1 JICUCHHS.

MHe naHbl MMOJHBIE U BCECTOPOHHHUE CBEICHHS O XapaKTepe, CTEMEHH TSHKECTH 3a00JieBaHMUS,
BO3MOXKHBIX OCJIOKHEHHSIX, BKJIIOUYas JaHHbIE O pe3yjibTarax o0OCJICeIOBaHUs, MPOTHO3E,
BO3MOXKHBIX BapHaHTaX MEIUIIMHCKOTO BMeIIaTeNbcTBa (00CiIe0BaHus, JICUCHHS), U
OKH/IAEMBIX PE3yJbTaTaX MPOBOJAUMOTO JICUCHHS.

Mue mnoapoOHO B AOCTYMHOH miusi MeHsS (opMe pazbsCHEHBI BO3MOXHBIE IOCIEICTBHS
HECOOIoIcHUsT TpeOOBaHMN Bpavya M JieueHUs (YMCTBEHHAs OTCTaJOCTh, JIHJICITUYCCKUC
HOPUCTYIBI U JIp.). I 0CO3HA0, UTO HeCcOOII0IeHUe TPEOOBaHMIA Bpaya | JICYCHUS] OTPUIIATEIIHBHO

CKaXXETCsl Ha COCTOSIHUM 37I0pOBbSl peOEHKa U Jlae MOXKET MPHUBECTH K HEOJIaronpusTHOMY

UCXOIy.
« _» 20 T
(noonucw) (D.U.0. epaxcoanuna unu e2o 3aKOHHO20 NPeOCmasumelis)
«__» 20 r.
(noonucy) (Honscnocmo u @.U.O. meduyuncko2o pabomHuka)
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IMpuiaoxenne A3.6 XuMu4ecKuii COCTAB M BO3PACT NIPUMEHEHHs CIEeNHAJTU3HPOBAHHBIX

NPOAYKTOB HA OCHOBE AMMHOKHCJIO0T 0e3 DA

(8 100 r cyxoro mpoaykra/100 M1 roToBoro >xuakoro mpoaykra) [16, 25, 27, 31, 53]

HanmenoBanue benok Kup, | YroeBonsl, | DHepreTuueckas | Bospact
MPOAYKTA (?KBHUBAJICHT), | T r LIEHHOCTh, KKaJl | IPUMEHECHUS
r

Adenmnax 137 | 13 25 52 485

AQornnax 15 | 15 23 |51,7 474 012 wee

Adennmak 20 | 20 18 50,4 444 crapie 1 rona

Adennnax 40 | 40 135 |31 405

Hytpuren 14 23 50,4 471

L4-phe™ 0-12 mec

Hytpuren 20 18 50,4 444

PREMIUM

20-phe” crapie 1 roga

Hyrtpuren 40 13 31,4 403

PREMIUM

40-phe”

Hytpuren 70 0 4,5 298 crapme 7 JerT,

PREMIUM B3pOCIIbIE,

70-phe” OepeMeHHbIe
KEHILUHBI

Hyrpuren 30 | 30 0 54,1 336 crapie 1 rona

Hyrpuren 70 | 70 0 6,9 308 crapme 7 JerT,

Hyrtpuren 75 | 75 0 1,3 305 B3pOCIIBIE,
OepeMeHHbIe
KCHIIUHBI

PKU  Awnamuxc | 13,1 23 49,5 457

M 0-12 mec

XP 25 menee | 51 309

Maxkcameitn 0,5 or 1 A08 ner

PKU 100 | 16 0 7 394 crapmie 4 Jer,

Jlonexe 62,510 0 4,4 246 B3pOCIIbIE,
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LQ Juicy OepeMeHHbIe

Berries JKCHIITUHBI

>KI/II[KI/H7I****

PKU Nutri 2 27 14 42 402

Energy ™" crapuie 1 roxa

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

Energy**** B3pOCIIBIC,
OepeMeHHbIC
JKCHIITUHBI

PKU Nutri 2|60 0 10 280

Concentrated” ctapme | rona

PKU Nutri 3|70 0 4.3 297 cTapiie Oner,

Concentrated” B3DOCIIBIC,
OepeMEHHBIC
KCHIIHBI

COMIDA-PKU 11,8 27,4 | 52,6 506

A dopmyna + 0-12 mec

LCP™™

COMIDA-PKU 73 0,5 296

B™ crapuie | roga

COMIDA-PKU 31,1 15 40,6 424

B dopmyna

COMIDA-PKU |75 0 0,4 302

c crapie 7 et

COMIDA-PKU | 45 0 38,9 335

C popmyna

MD wmun ®KVY- |13 23 59 495

o 0-12 mec

MD wmun ®KVY- | 20 0 73 372

17 crapuie | roga

MD wmun ®OKV- | 40 6,1 46,9 402

g

MD wmun OKVY-| 69,1 0 23 368 crapuie 1 ropa,

*khkk

B3pOCIIbIC u
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MD wmun OKVY | 69,1 1,9 23 385 OepeMeHHbBIC
HpeMI/IYM**** JKECHILIUHBI
MD wmun OKY | 75 0 14 356

*kkk

MAXI

crapuie 1 roga
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Hpuioxkenne A3.7 Crnincok HU3K00€JKOBBIX U 0€30€JIKOBBIX CIEeIHAJTU3MPOBAHHBIX

NPOAYKTOB, 3aperuCTPMPOBAHHBIX HA TeppuTOopuM Poccniickoii Penepanuu

Bung nponykroB Cpennee [IpousBoauTenu, ybs Bo3zpacr
HU3KOOEJIKOBBIX KOJMYECTBO | MPOIYKIUS 3aPETUCTPUPOBAHA | MPUMEHEHUs
CTEeLUATU3UPOBAHHBIX * 6enka B 100 T B Poccuiickoit ®enepanuun
TOTOBOTO
MIPOyKTa

Myka HU3K00€eTKOBas AJIst

BBINIEUKH XJjie0a, OJIaui,

XJIe000YIIOYHBIX U

KOHIUTEPCKUX U3AENuil (B

BUJIE MOTY(HaOpUKaToOB)

MaxkapoHHbIE U3AENHS

HU3KOOEIIKOBBIC B

ACCOPTUMEHTE (BEpPMHILIEIb,
OI'bHY

MaKapOHBI | JIp.)
Bcepocculickuii Hay4HO-

HuzkobenkoBbie Crapme 1
HCCIIEN0BATEIBCKUN HHCTUTYT

x71€000yI0UHbIE U3IETUS rona,
KpaxMaJompoayKTOB

roTOBBIE (X710 U Jp.) BKJTIOUast
MaxkMactep (Poccus)

HuzkobenkoBsie _ MOJIPOCTKOB,

<lr Balviten [Tonbira

KOHJIUTEPCKUE H3/ICITHS B3pOCIIBIX,
Jlonnpodun (Hytpurus)

(meuenwe, Badu u ap.) OepeMEeHHBIX
3A0 Udanpum (Poccus)

HuszkobenkoBbie ) KEHIIUH C
Dr. Schir AG/SPA (I'epmanwusi,

nory(haOpuKaThl Ha OCHOBE OKY

KpaxmMaJioB JJIs
IMPUTOTOBJICHUSA CYIIOB, ITIOPE,
OBOIIIHBIX KOTJICT U APYTUX

oJtro .

Huzko0enkoBbie KpYIIbI

(caro, puc u ap.)

Husko0eKkoBbIi 3aMEHUTEID

STAT]

Bbe30enkoBble cyxue HaUTKU

Wranusa
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C MOJIOYHBIM BKYCOM

Co;[epxcaHHe (I)CHI/IJIaJIaHI/IHa, OCHOBHBIX IMUIINCBBIX BCIICCTB U SHCPTHUU HECKOTOPBIX

KpaxMaJIoCOACpKalInux HHU3KOOEIKOBBIX MIPOAYKTOB, UCIIOJB3YEMEBIX B IIMTAaHUHW ITAITUCHTOB C

dbenunkeronypueit (100 r mpoaykra)

DA O€JKH | KHUPHI yIIA€BOABI | KKaj
Caro UCKyCCTBEHHOE 40 0,8 0,2 86,5 360,0
MakapoHHBIC H3CITHS 50 1,0 0,6 85,0 358,0
Masi00eIKOBbIE
Kpaxmain kaprodenbHbiii 5,0 0,1 - 78,2 313
Kpaxman KkyKypy3HbIii 50 1,0 0,6 83,5 343
Kpaxman nimeHnIHbIi 20 0,4 0,1 86,8 367,0
Kpaxman amumonexktuHoBbii | 50 1,0 0,6 85,2 329,0
HaOyXarmun
Xi1e0 0e30eIKOBBII 35 0,7 25 58,9 276,0
[Monydabpukat 95 1,9 1,0 90,5 4175
HU3KOOCIIKOBBIH JIsI
HPUTOTOBIICHHS OJINHOB 1
oJIaIuu
['mroxo3Hast momaska ¢ 30-100 0,6-2 | 0,1-1,0 | 71,0-73,0 | 300-310
(bpyKTOBBIMH JJOOaBKaMH ,0
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Hpunio:xkenne A3.8 HopMbl (pr3n0/10rn4ecKoil MOTPEOHOCTH B OCHOBHBIX HYTPHEHTAX JIJIs

30POBbLIX JeTeit PA3JIUYHBIX BO3PACTHBIX I'PYIIT U B3POCJIbIX

Cpe;[HecyTquHe HOPMBI HOTpCGHOCTeﬁ B OCHOBHBIX MNHIICBLBIX BCHICCTBAX W OHCPIrUr IJIid

JIeTel TIePBOTO To/1a )KM3HU (Ha KT Macchl Tena) [24].

Bo3spact DHeprus, benok, Kupsl, YrneBoasl, /KT
(mec.) KKaj/ Kr /KT /KT

0-3 115 2,2 6,5 13

4-6 115 2,6 6,0 13

7-12 110 2,9 5,5 13

CpenHecyTodHbIC HOPMBI (DH3UOJIOTUIECKON MOTPEOHOCTH B OCHOBHBIX IMHINEBBIX BEIIECTBAX U

SHEPTUH IS AeTer crapiie roaa [24].

Bospact DHeprusi, Kkan | bemnok, Kupsl, r/nens | YrieBosl,
r/neHp* r/neHb
ot 1 rona no 2 ner 1200 36 (28) 40 174
oT 2 et 10 3 1eT 1400 42 (33) 47 203
ot 3 ner jo 7 et 1800 54 (46) 60 261
ot 7 ner go 11 ner 2100 63 (54) 70 305
or 11 mer mo 14 ner | 2500 75 (64) 83 363
MaJIbYHKH
or 11 mer mo 14 ner | 2300 69 (59) 77 334
JICBOYKHU
or 14 nmer mo 18 xer | 2900 87 (74) 97 421
FOHOIITN
or 14 mer mo 18 mer | 2500 76 (64) 83 363
JICBYIIKH

[Tpumeuanue: *

crenuain3upoBaHHoON cmecu 6e3 DA.
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[puioxkenne A3.9 MuHUMAJIbHOE J0NYCTUMOE KOJIHYeCTBO DA B NUTAHNM NANUEHTOB €

I'PA B 3aBHCHMOCTH OT BO3pacra

Bo3spacrt nereii Konnuecteo A

MT/KT/CyTKH* Mr/cyTku**
ot 0 10 2 mMecs1EB 90-60 130430
2-6 mecs1eB 55-45 135-400
6-9 mecses 145-370
9-12 mecs1es 40-35 135-330
1-3 35-25 200-320
3-7 25-20 200-1100
7 u crapiie 20-10
bepemenHbIe 11 KOPMSILIUE KEHIUHBI**
Tpumectp 1 265-770
TpumecTtp 2 400-1650
Tpumectp 3 700-2275
[lepuon nakrauuu 700-2275

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

Hedocmatowee konuuecmgo 0Oenka B0CHONHAEMCS 34 CYem CReYUAIUUPOBAHHLIX JIeUeOHbIX
npooykmos — cmeceli amuHokuciom 6e3 DA u HUZKOOEIKOBbIX NPOOYKMOS NUMAHUS.
AMUHOKUCTIOMHbLE CMeCU PA3IUdaomcs no cooepxcanuio beaxa (om 13 2 0o 77,5 e na 100 2
CYX020 NPOOYKMa) u Opyeux numameibHblX Geujecms (Yenesoobl, HCupbl, GUMAMUHbL, MUKPO- U
Makpoanemenmsl). Bee cmecu 6 céoem cocmage He cooepocam PA. Amunokuciommuvie cmecu ¢
cooepxcanuem 13—15 2 6enka 6 100 2 cyxou cmecu npeonasHaueHvl 0s Oemell nepeoco 200a
orcusnu. [emam — cmapwe 1 200a, noopocmkam, 83pOCiviM, BKIOUAS OePeMEHHbIX HCeHUJUH,
HasHadaomes cmecu ¢ Oonee vicokum cooepacanuem 6enxa (Ilpunoscenue A3.3). Pacuem
CYMOYHOU 003bl CReYUATUSUPOBAHHO20 NPOOYKMa npouszsooumcs no gopmyne: (Ps-Pn) x 100,

P

20e PS — cymounoe konuuecmeo oOenka, Pn — 6enox ecmecmeennvix npooykmos, P —
benkosuiii sxeusanenm 6 100 2 cyxoeo cneyuanuzupoeannozo npooykma. Ilpunyun pacuema

ZMI’ZOQbeHUJZClaHMHOGOZZ ouemvl NOKA3aH HA npumepe pacuenma nunanus 3'XJZ€mH€My p€6€HKy C

DAI-3asucumoti ' A (OKY).
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IIpunioxenune A3.10 Ilpumep pacuera nuranus pedenky ¢ ®AI'-3apucumoii 'OA
Ilayuenm 3 2o0a, macca mena 14,5 ke
1. Obwee cymounoe xoauwecmeso benka 8 payuone 601bH020 (cm. maon.s): 54,02
2. Jlonycmumoe cymounoe konuvecmseo @A (cm. maon.6):
25x 14,5 =363 me
3. Jlonycmumoe konuuecmeo Oeika ecmecmeeHHbIX npodykmos (le benxa codepoycum 50 me
DA):
363:50=7,32
4. Konuuecmso Oenka 3a cuem cneyuanuzupo8aHHo20 npooykma Ha ocHoge cmecu L-
amunoxuciom 6e3 PA:
54,0-7,3=46,72
5. Cymounoe konuuecmeo amunokuciomuou cmecu (100 2 codepacum 20 2 6enxa):
46,7 x 100:20 = 233 ¢
6. Pexomendyemoe cymounoe KoIuuecmeo iupa 6 payuone (cm. maon.5): 60 e.

7. Pexomenoyemoe cymounoe Koauuecmao y2neeo0os (cm. maon.5): 261 e.
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IMpuiaoxenne A3.11 Cxema tepanuu npu pa3audabix BH4-1epuuuTHbIX COCTOSIHUSAX

Cxema Tepanuu npu Pa3IMYHbIX BH4-nedunuraeix COCTOSIHMSIX (c/6e3
runeppeHnIaTaHIHEMUN) *
Canprrepun** | JleBomoma+[Kap | 5- Huera ¢ | ®onmeras

m oumomal** TUAPOKCH | HU3KUM Kucmora**

Tepanuu I tpuntod | DA

DepMeHTHI aH
(buomnoru
YeCKU
aKTHBHAS
n00aBKa)

GTPCH + + + - -

DRD/ayrocomu | - + - - -

o-

JTOMUHAHTHBIA

tunt GTPCH

PTPS + - - - -

yMepeHHast

dopma

PTPS tsmxenas | + + + - -

dbopma

DHPR - + + + +

SR - + + - -

PCBD + + + - -

[Mpumeuanue: *-tabsuia cocrarneHa no ganabiv N.Blau 2014.
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Ipuio:xkenne A3.12 Tect Ha YyBCTBUTEJIbHOCTb K CallponTepuuy**
TectupoBaHue MOTEHIMATBLHONW YYBCTBUTEIBHOCTH K CAllPONTEPUHY** M NanbHeiiliee ieueHue
UM NPOBOJUT U KOHTPOJHUPYET Bpay, KOTOPBIA OCYIIECTBIAET HAOMIOACHUE NaueHTOB ¢ 'DA.
Jlis Gonee THIATENBHOIO KOHTPOJS TECT L€J1eCO00pa3HO MPOBOAUThH B CTallMOHAPE, BO3MOXKHO
JTHEBHOT'O NpeObIBaHUS, IIPU YJOBIETBOPUTEIBHOM KOMIUIAGHTHOCTH MallMeHTa — aMOyJIaTOpHO.
[lepen mpoBeneHHMEM TECTUPOBAHUS y pOAWTENCH (3aKOHHBIX TNpeACTaBUTENEH) peOeHka, a
TaKXe y MaueHToB crapiue 14 net 6epyt unpopmupoBanHoe coriacue (npunoxenue A3.13) Ha
IPOBEICHUE JIaHHOM MpoLEAypbl, IPOBOAUTCS MpeaBapuTeibHas Oeceda, B KOTOPOH
pPasbsCHAIOTCA LM M 3aJa4d TECTHUPOBAHUA, POJIb PpOAUTENIE M caMoro maiueHTa B
00eCTieYeHN! U BBHITIOJTHEHUH YCIIOBHUH MTPOBEACHUS TECTA.

Ba:xkHbIiMH YCI10BUSIMUA TECTHPOBAHUSA ABJISAIOTCH

BCACHHUC IHUIICBOIO AJHCBHHMKA H crabunbHas FI/IHO(beHI/IJ'IaJ'IaHI/IHOBaH AUcTa C OCIbIO

UCKJTFOUEHHUSI €€ BIMSHUS Ha KoJieOaHus KoHueHTpauu A B KpoBH;

H€06XOI[I/IMOCTI) TECHOTO B3aUMOJICHCTBHUS C BpadyoM [Jid CBOCBPECMEHHOI'O COO6III€HI/I$I (0)
HCXKCJIATCIbHBIX SBJICHUAX, UHTCPKYPPCHTHBIX 3a00/IEBAHUSIX HIU Apyrux CO6BITI/I$IX,

CIIOCOOHKBIX MOBJIHATH Ha pe3ybTaT TECTUPOBAHUA,

oOpasubl kpoBu Ui onpeaencHuss GA  ciaexyer coOuparh HEMOCPEACTBEHHO IEpeN
BBEJICHUEM canpontepuHa**, a 3atem 2-5 npod B TeUEHUE MEepUO0/ia UCIIBITAHUN B OHO U

TO 7K€ BpEMA IIHA, KCJIATCIIbHO HATOIIAK;

uzMepenue @A B cyxux oOpasiiax KpoBU MPOBOAUTH OJHUM U TEM K€ METOAOM.
TectupoBanue MoXeT ObITh MpoBeAeHO ¢ 1 rona c menpio BeiABUTH BH4 nedunutHbie Gopmbl
['®A, yTo He HCKJIIOYaeT MOBTOPHOTO MPOBEJEHUS TecTa B Oojee craplieM Bo3pacTe s
OTpeieNIeHUs] YyBCTBUTEIBHOCTH K campontepuHy** y OonpHbIXx ¢ DAL 3aBucumoit dopmoit
[DA.
MOo>kHO UCIIONIB30BATh Pa3IMUHbIE CXEMbl TECTUPOBaHUS (KOPOTKHE cxeMbl — 24 yac, 48 yacos,
7 nHE|, AMUTeNbHbIE CXeMbl — OT 28 qHei u 6osee). JMTenbHOCTh TECTUPOBAHUS U KPATHOCTh
B3STHSI KPOBU BO BPEMsI TECTUPOBAHUS ONPEIEIAET Bpad, PyKOBOJACTBYSCh IIPU 3TOM JaHHBIMU
MCCJIEJOBAHMM 110 ONITUMAJIBHOMY ITPOBEJIEHUIO TecTa [28].
Hns monydenus: Hanbosiee MHPOPMATUBHOTO DPE3yJIbTaTa IeIecO00pa3HO HMCMOIB30BaTh IS
TECTUPOBAaHUS MaKCHUMaJbHYIO J103UpoBKy mpemnapara (20 wmr/kr). CyrouyHas jo3a
pacCcUMTBIBAETCA MHAUBUAYAIBHO U1 KaXXA0T0 NAlUEHTa B COOTBETCTBUU C MHCTPYKIIMEH.

«Kopomkue» CXeMbl mecmupoeaHusl
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OcHoBHBIM KkputepueM 3G (GEKTUBHOCTH IpernapaTa IpH KOPOTKOM TECTHUPOBAHUM SIBISETCS

cHikeHne koHenTpauuu @A kposu Ha 30% u Oonee.

IIposedenue mecma y demeti cmapuie 1 200a, nOOpOCMKO8 U 83POCIbIX NAYUEHINOB.

[lepen mnpoBeneHHMEM TECTUPOBAHMS CTAOWIM3UPYIOT cojepkaHne PA B KpoOBU IyTeM
NOJEPKAHUS TOCTOSIHCTBA IMHUIIEBOrO palioHa B TeueHue 4-5 JHel 10 Hayala TecTa U B
nepuoJl TecTupoBaHus. TecTupoBaHUEe HAYMHAIOT HA oHE cTadmIbHOrO YpoBHSI DA KpoBH, IpU
3TOM PACCUMTHIBAETCS CpEHEE 3HAUEHUE JBYX Nokazaresneid PA, MOIYYEHHBIX B pe3yJbTare
JIBYKPATHOTO B3STUS KpPOBU Iepeja HaudaioM TectupoBaHuda. llemecooOpazHo, 4ToObl cpenHee
3HaueHue PA Obu10 HEe HIKe 450 MKMOnb/n (7,5 Mr/mr), mO3TOMY «KOPOTKOE» TECTUPOBAHUE
HE00XO0UMO IIPOBOAUTH B MEPBYIO OYEPE/b Y MALMEHTOB C MOBBILIEHHBIM cojepxkaHrueM DA B
kpoBH. [Ipu HOpManbHOM conepkaHun DA KpoBH, JUETa MOXKET OBbITh Clerka pacliupeHa
(TONBKO TpU COTTIACHHM POAUTENECH/3aKOHHBIX MPEACTaBUTENCH WJIM CaMOro IMalueHTa) 10
NOJTy4YeHHUs CTa0MIBbHBIX 3HaueHn @A kpoBu He HKe 450 MkMoub/1 (7,5 Mr/m).

B nens mepBoro mpuema npenapaTa HaTomak OepyT aHaiau3 KPOBH M3 Nalblla Ha (eHUIIAIAaHHH,
3aTeM peOeHOK MPUHUMAET PACCUUTAHHYIO /103y Mpernapara BMECTE C 3aBTPAKOM WJIM Cpasy ke
nocie 3aBTpaka. B Teyenue 2-x (win 7-Mu) AHEH YTPOM B OJIHO U TO YK€ BpeMs MOCIIe 3aBTpaKa
(wn BMecTe ¢ enoi) peOCHOK MpPUHUMAET IMperapaT, pPa3BEICHHBIM B TEIUIOW BOJAE B
COOTBETCTBUU C MHCTPYKIIUEH.

[ToBTOpHOE B3sITHME KPOBH MPOBOAAT Ha 3-i (winm 8-if) neHb crporo Hatomak. Omeem Ha
Yy8CMeUmMenbHOCmb K npenapamy OLUEHUBAETCS MO CTENEeHH CHIKEHUsI KOHUeHTpanuun PA B
KpOBU OOJBHOTO TPHU COOJIOJCHUH CTAaOMIBHOW TUNMO(GEHUTIATAaHUHOBOM AueThl. llarueHT
CUMTAETCSl UyBCTBUTENIBHBIM, €CJIM pa3Hula YpoBHs DA, MOITYyYEHHOrO MO0 OKOHYAHUU Mepruoia
OLICHKM OTBETa Ha JIEYEHHE, U MCXOAHOro ypoBHs (DA mepen HavajaoM IIpHeMa Ipernapara
coctasisieT 30% u Gostee.

[Tpu camxenun ypoBHs @A 6Gosnee 85% BbIcOKa BEPOATHOCTb, YTO TUNEpPEHUIATAHUHEMUS Y
ManyeHTa 00yCIOBICHA HEIOCTATOYHOCTRIO TeTparuapoornontepruna (BH4).

[TpuMepHBbIe CXeMBI TECTUPOBAHUS NMPHUBEIEHBI B Tabnuuax 1-2.

Tabnmuna 1. JIByxaHeBHass cxema TECTUPOBAHMS /JIsi ONPENENICHUS YYBCTBUTEIBHOCTH K

canponTepuHy™.
o mecma JIHu mecmupoeanus
IIpoyeoypwi
| I 1 2 3 4
Kposs X X X X
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Hamowaxk

Ilpuem

npenapama

Onpeodenenue
omeema  no
pesyrbmamam

DA kposu

*- KpaTHOCTb B3SITHSI KPOBH MOXET OBITH yBEJIMUEHA JI0 3-X pa3 B CYTKU MO PELICHUIO Bpaya.
Bonee wacteiii koHTpoIs DA 1MO3BONSAET 3aPUKCHPOBATH MOMEHT MAaKCHMAaJIbHOTO CHIKCHHS

koHIeHTpanuu ®A kpoBu Ha QoHe mpruemMa canponTepuHa™™.

Ta6n1z1ua 2. CeMI/II[HCBHaH CXEeMa TECTUPOBAaHUA MJIA OINPCACICHHUA YYBCTBUTCIBHOCTH K

canponrepHHy**l.

o J{nu mecmuposanus
Ilpoyeodypul mecma | T-u OHe8HAs cxemda

| |1 2 3 4 5 6 7 8 9
Kposs

X | X | X X
Hamowaxk
IIpuem

+ + + + + + +
npenapama
Onpeodenenue
omeema no
X *

pe3yremamam
@A xkposu

1
- KpaTHOCTb B34ATUA KPOBHU MOKCT OBITh yBCIUYCHA OO 3-x pa3 B CYTKH IO PCIICHHUIO Bpayda.
bonee gacteiit KOHTPOJIb ®A mo3BoIsCT 3a(bI/IKCI/IpOBaTB MOMCHT MaKCHUMaJIbHOI'O CHHXKXCHUA

koHeHTpauuu @A kpoBu Ha poHe mpueMa canponTepuHa™™.

ITocae MNPpOBCACHUA TCCTUPOBAHUA U IMOJIYYCHHA IIOJOKHUTCIBHOI'O pPE3yJibTaTa HeO6XOI[I/IMO

MNOATBCPAUTHL €TI0 B XOAC AJIUTCIIBHOTO Ha6J'IIOI[eHI/I}I.

«lMTebHBI TEeCT
OcHoBHBIM KpuTepreM 3(PPEKTUBHOCTU «IITUTEIBHOTO» TECTUPOBAHUS SIBISETCS IMOBBIIICHUE

TOJICPAHTHOCTHU K MMHUIICBOMY (I)CHI/IJ'IaJ'IaHI/IHy. HpeI/IMYIJ_[eCTBOM TAaKOr'o TCCTUPOBAHUSA ABJIACTCA
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BO3MOKHOCTB €r0 TpoBe/ieHUs Ha ¢hoHe pedepeHCHBIX 3HaueHN DA KpoBHU y ManueHTa (T.e. He
Beimie 360 Mrmounb/m). Ilpu sTomM TpeOyercsi €XeIHEBHOE BeIEHHE INHIIEBOIO THEBHHKA,
THIATENBHBIA KOHTPOJIb AUETHI, (PAaKTUYECKOTO MOTPEOICHHUS MAIIMEHTOM HATYpallbHOTO OeNKa U
DA.

Bo BpeMs nAnuTeNnbHOrO TecTa Ha peaklUUI0 C CalmponTepuHOM™™*  00pas3lbl KpPOBH IS
ompezaeneHus: KoHeHrpamuit ®A ciemxyer codupaTh 0 BO3MOKHOCTH €KETHEBHO, €CIIH TaKOH
BO3MO>XHOCTH HET, TO HE PEXKE OJHOI0 pa3a B HEJEINIO.

MakcumanbHasi TOJIepaHTHOCTh K numeBomy @OA ompezaensercs mnyreM I[MOCTENEHHOIO
yBenudeHus notpedneHus @A (pacumpeHue TUeThl) IPU COXpaHEHUH noka3areseit @A B KpoBu
NanueHTa B LEJIEBOM JMana3oHe. B COOTBETCTBUM € €BPONEHCKMMHU PEKOMEHIAIUSIMHU I10
JIUAarHOCTUKE U JieueHHI0 [' DA mOBBIIIEHHE €CTECTBEHHOM TOJIEPAHTHOCTH K Oenky >100% mo
CPaBHEHMIO C HCXOJHOM (/10 Hayana TeCTUPOBAHUs) IPU COXpaHEHHH KOHLeHTpauuu OA KpoBU
B IIpe/ieNiaX TepareBTUUECKOro quana3oHa mocie 6 MecsleB npuemMa canponTepuHa™* spusercs
JIOKA3aTeJIbCTBOM YYBCTBUTEILHOCTH MAI[MEHTA K JICUCHUIO JAHHBIM MPENapaToM.

B Tteuenune npoOHOro jedyeHus W MOCIEAYIOUIEH KOppEeKUUH Tepanuu KoHueHTpauus PA B
KpOBH HE JIOJDKHA TpeBbINATh IleneBoro 3HaueHus 6 wmr/mn (360 wmkmounb/n). Ilpu
KOMOMHHMPOBAaHHOM  KCIIOJb30BAaHUHM THUNO(EHUIATIAHWHOBOW JIMEThl M camponTepuHa™*
KOHTPOJIb 32 aHTPOIIOMETPUYECKUMU U OMOXUMUYECKUMHU TIOKA3aTENIMU HYTPUTUBHOTO CTaTyca
JIOJDKHBI OBITh CUCTEMAaTHYECKUM BO M30€KaHME Pa3BUTHS JeDUIIMTa OCHOBHBIX M MHUHOPHBIX
MUIIEBBIX BEIIECTB, ATMMEHTAPHO-3aBUCUMBIX COCTOSIHHIA.

[Tpu HEoOXOaUMOCTH NIUTENbHAsS MeIWKaMeHTO3Has Tepamnus y 60ipHBIX ['DA, oTBeyaronmx
Ha JICYEHUE CalpoNnTepuHOM™* cHUKeHneM ypoBHA DA B KPOBH, MPOBOAUTCS B KOMOMHAIINH C
JIUETOM MPU UCTIONH30BAHUM aMUHOKHCIIOTHBIX CMECeH, KOJTMYECTBO KOTOPBIX OMPEIEseT Bpay.
[TarueHTHI, TOMYYAIONIKE CAIPONTEPUH** TPeOyIOT TIATENTFHOTO KOHTPOJS 32 COCTOSTHUEM HX
HYTPUTHUBHOTO CTaTyca U APYTMMH MOKa3aTes MU 30POBbs HE pexe 1 pa3a B 6 MecsIeB.
Tecmuposanue na uyscmeumenbHOCms K CAnpPOnRmMepuny ™= 6o epems d6epemeHHocmu.
Kennmnam ¢ ['OA HacTOSATENBHO PEKOMEHAYETCS BBIIOJIHUTH TECT JO HACTYIUICHHS
OepemeHHOCTH. BO3MOXHOCTH TIpoBeleHUs 48-4acoBOTO TecTa Ha YYBCTBUTEIBHOCTh K
canmponTepuHy** paccMmarpuBaeTcs B clydasx, Korjaa 6epemeHHas xkeHmuHa ¢ [ @A He MoryT
noctuab ypoBHSI DA <360 MKMOJB/T B KpPOBU C TOMOIIBIO TUMOGEHUIATAHUHOBOW THETHI.
Takoli TOAXOA CYMTAETCS OMNpaBJaHHBIM, TaK KaK pPHUCK TEPaTOTEHHOCTH BBICOKHX
KOHIIEHTpAIllUi B KPOBU MaTepH MPEBBIIIACT PUCK HMCIONB30BAHMS CanmponTepuHa™™ Bo Bpems
6epemenHoctu. Ecnu TectupoBaHue OBLJIO MPOBEACHO paHee (B MOAPOCTKOBOM BO3pacTe, /0

6epeMCHHOCTI/I )51 T.I[.) U OBbLIT MOJIY4YCH MMOJIOKUTEIbHBIN OTBCT, MO3BOJISIONIUMN pacliipuTh IUCTY
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xeHmuHbl ¢ DA, npenapar Ha3Ha4aeTcsl € B MEPUOJ] MPErpaBUAApPHON MOATOTOBKH (3a 2-3
Mecsia 10 IutaHupyeMmoro 3auatusi). Ilocie HacTymiueHuss OepeMEHHOCTHM IpHUEM Ipernapara
MIPOJIOJDKAETCS 10 POAOB, C KOPPEKILIKUEH T03bI JIEKAPCTBEHHOTO Mpernapata [26, 54].

Meouxkamenmosnan mepanua npu BH4-oepuuumnvix cocmosanusax ¢ I'DA aensemcsn
namozenemu4eckoil U HA3HAYAEMCA RNOC1e YCMAHOGIEHUA OUAZHO3A 8 00A3amelbHOM
nopaoke 6e3 npoeedenusa mecmuposanusa. HauanpHas no3a canpontepuHa®™* y GOJBHBIX C
HenoctaTouyHoCThi0 BH, coctaBmsier ot 2 10 5 Mr/kr Maccel Tena npu npueme 1 pas B nesb. [Ipu
HEOOXOMMOCTH J103a CaponTepruHa™** MoeT ObITh yBenudeHa 10 20 MI/Kr Macchl Teja B JICHb,
JUTSL TOCTHIKEHHSI ONTHUMAJIbHOTO TeparneBTHUecKoro 3gdexra BO3MOKEH MpueM mpemnapara 2 -3

B JCHb.
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puaoxenne A3.13 UndopmMupoBaHHOe corJiacue HA NMPoBeieHre TeCTUPOBAHUS

NpenapaToM canponTepuH**

A,

(®UO0),
nacmopT Ne , BBIJIaH
npouHpopmMupoBan (-a) O TOM, UTO npenapar canponrepun®*  (CamponTepuHa™*

JUTUAPOXJIOPU) SBISAETCA CUHTETHYECKMM AaHAJIOrOM MPUPOJHOTO TETPAaruIpoOMONTEpHHA U
ABJISICTCA CPEACTBOM Ul JIEUYCHMsI OOJBHBIX C HACJEACTBEHHBIMH HapylIEHUsIMH OOMeHa
BEIIECTB (HY)KHO€ TOMYEPKHYTH) — (CHUIKETOHYPHH, UYBCTBUTEIBHOH K JICYCHHUIO
camporntepuHoM™*, U HapylieHui oOMeHa TeTparuapoOuonTepruHa (aTunu4Has, KopaKkTopHas,
TeTparupoOuonTepun-3aBucuMas popma GEeHUIKETOHYPUH), KOTOPBIM CTpagaeT Mol peOeHOK

(PHO) ,

r.p.

S wndpopmupoBaH(-a) O TOM, YTO JUIS TOATBEP)KICHHS UYBCTBUTEIBHOCTH K JICUYCHHIO

canponTepuHoM™*, HeoOXOIUMO MPOBECTH TECTUPOBAHUE, LEJIbI0 KOTOPOro SIBISETCA
HOJATBEPAMUTH CHIKEHHE YPOBHs (peHMIaJaHUHA B KPOBU Ha (DOHE MPUMEHEHHsI canponTepuHa™™
B COOTBETCTBUU C UMEIOIIUMHUCS MEXAyHapoaHbIMu cTangaptamu (30% u Gonee).

1 uadopmMupoBaH(-a) 0 TOM, YTO B CIy4dae MOJITBEPKICHUS UYyBCTBUTEIBHOCTH K TEpaIH
canponTepuHoM™*, naHHOEe JeyeHue OyneT MpeJoCTaBICHO MOeMYy pEeOEHKY TOJIbKO IOcIie
HOJTBEPXKIEHUS FOCYIapCTBEHHOIO (PMHAHCUPOBAHMUSL.

S undopMupoBaH(-a) JedaM BpayoM O TOM, YTO B Ipoliecce MPUMEHEHHUs carponTepuHa™*

MOTYT pa3BUBaTbCs MOOOUHBIE 3PPEKThI, HAUOOJIEEC YACTHIMU U3 KOTOPBIX SIBIISIFOTCS:

. He3nauunTenbHas ronoBHas 601b

. Hacmopk, 3a105keHHOCTB HOCA

. Bbousb B ropie

. Kamens

. XKenynouHo-KuIIeyHble pacCTPORCTBA: TOHOC, PBOTA, OOJIM B )KUBOTE

. l'unodennnanannHeMust

. MoryTt 6bITh Apyrre noOouHbIe 3()PEKThI, 0 KOTOPHIX OKA HE U3BECTHO.

Sl 00s3y10ch OOecreunTh MOeMy PEOCHKY CTaOWMIIBHYIO METYy U HE BHOCHTH B HEE HUKAKUX

U3MEHEHHH B nepuoa mMpoBCACHUS TECCTUPOBAHUA.
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S 00s3yt0ch coOOmIaTh JevameMy Bpady 000 Bcex MOOOYHBIX 3¢deKTax, HeKelaTeabHbIX
ABJICHUAX U U3MCHCHHUAX B COCTOAHHHN MOCTO pe6eHKa, Pa3BUBHIUXCA BO BPEMA IMPUMCHCHUA
canponTepuHa**,

S urdopMupoBaH(-a) O TOM, YTO ST UMEIO TPABO OTKA3aThCs OT JICUCHHS MPENapaToM B 00
BpEMs1, O 4YeM 00S3YIOCh YBEIIOMHTB JICYAIIIETO Bpaya B TCUCHUU CYTOK.

S undopmupoBaH(-a) 0 pPEKOMEHIYeMOW 03¢ Mpemapara, CXeMe JICUYCHHS U OXKUIAEMBIX
pe3ysbTaTax Tepanum.

Most OIUCh MO/ JAHHBIM COTJIACHEM O3HAYaeT, YTO TEKCT JaHHOTO COTJIACUs IPOYUTAH, B HEM
BCE TMIOHSATHO, HAa BCE BOMPOCH s TMOJNY4YWI(-a) VYIOBJICTBOPUBIIAE MEHS OTBETHI, C

MPEIJIOKEHHBIM TJIAHOM JICUEHHUS COTJIaceH(-a).

(dncmo, MecsIl, ToJ1)
3aKOHHBIN MPEACTaBUTENb (MATh/OTEL/APYroil POJCTBEHHUK)
(moamuce)

(®.J1.0.)

Jlewamumii Bpau (monmuce)

(®.11.0.)

JILY:

IIpuioxkenue A3.14 B3saiTue OuomaTepuasia 1jis NpoBeIeHNs TMATHOCTUKHU B MATHAX

KPOBH

IloaroroBka K B3ITHIO KpOoBH

ITonroToBka K B3ATHIO KPOBU CTaHAApPTHA: METULMHCKUNA NEpCOHAN JOJDKEH COOMI0IaTh
[paBUja CTEPUIBHOCTH, IMPOTHPas MECTO IIPOKOJIA PACTBOPOM AHTUCENTHKA, WCIOIb3Ys
OJIHOPA30BbIE UIJIbI-CKAPU(PUKATOPHI U EPUATKH.

IHony4yeHune cyxoro nsiTHa KpoBH

Kak mpaBuio, mist moimydeHMs CyxXxuxX HsaTeH [72] KpoBb OepyT M3 Maniblia, TaKkKe
BO3MOYKHO HCIIOJIb30BaHHE BEHO3HON KPOBH, B3sTOH M3 npodbupku ¢ DJITA (B 3aBUCUMOCTH OT

HCITOJTH3YEMBIX HA0OPOB).

Y HOBOPOXKAEHHBIX KPOBb HA HEOHATAIbHBIN CKPUHUHT U PETECT OEpYT TOJIBKO U3 MATKH,

B UCKIIFOYUTCIIBHBIX CIIYyYasaX — U3 IaJIblla (HpI/I HCBO3MOXXHOCTHU B34TUA KPOBH U3 HHTKI/I).
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Mecro mnpokomna (TmsATKa, Taier) cieayeT o0paboTaTh CTEPHIBHOW —Caln(eTKou,
cModeHHoi 70% crmupToM, IMOCie 4ero MPOMOKHYTh CyXOM cTepuibHOM canderkoit. Ilepsas
Karuist, 0Opa3oBaBIIasCs Ha MECTE MPOKOJIA, HE MCIOIB3YETCS — €€ CTUPAIOT CYXUM BAaTHBIM
tamrioHoM. [locnenyroniye Kariym moo4epeIH0 HAHOCAT B KPYTH Ha BIIMTHIBAIONIYI0O MEMOpaHy
tecT-Oslanka. Kpyru Ha GnaHke MODKHBI OBITh MPOMHMTAHBI PABHOMEPHO, HACKBO3b, 0€3 OembIxX
nsaTeH Ha oOpaTHOU ctopoHe Onanka (puc. 11'3). Jlns momydenust ogHoro nsaTHa tpedyercs 80—
100 mxn xpoBu. Ilocine HaHeceHHs KpOBM Ha TecT-OJIaHK 0Opaser] BBIIECP)KUBAIOT IO IMOJHOTO
BBICBIXaHHS B TCUCHHE HE MEHeEe 2-X YacoB MPH KOMHATHOW TeMIlepaType, He CONPHUKACAsCh C
npyrumMu  Tecr-Onankamu.  [locime  BBhICymIMBaHHS —~ TECT-OJAHKM  CKIIQJIBIBAIOTCS B

HHIUBHUYAJIbHYIO YIIAKOBKY, HC COIpPHUKACAsICh W HC HAKIAAbIBAsACh IIITHAMU KPOBU APYTI' Ha

d0eoe 0

He sy sfasru noorurmend cnon M wnefa vesn. 6 AANeK i)
*  Kanau 4onxHbI NONHOCTBIO NPONUTATL KPYXKK € 0BpaTHOM CTOPOHSLI
*  He kacaiTtecs 061acTit, NPONUTAHHON KPOBbLIO

Pucynoxk 1I'3. Cyxue nsTHa KpoBU Ha TeCT-OJIaHKE.

Apyra.

I[J'ISI MOJ'[CKy.]'I?IpHO-FeHCTI/ILIeCKI/IX nu 6I/IOXI/IMI/I‘-I€CKI/IX I/ICCJ'Ie)IOBaHI/Iﬁ HC B paMKax
HCOHATAJIBLHOTI'O CKpI/IHI/IHl"a, IIOMHMO KaIl€JIbBHOI'O HAHECCHUA, MOKET HpI/IMerlTBCﬂ HAHCCCHUC
HEOOXOAMMOro o0bemMa IEebHOW KPOBHM Ha TECT-OJIaHK IMOJyaBTOMAaTHUUYECKHM J103aTOPOM,
HampuMep, U3 MPOOUPKH, CoepKalllel aHATU3UPYEMBbI OroMaTepuar.

TpancnopTupoBKka TecT-0J1aHKOB OCYIIECTBIsIETCs MpH Temnepatype He Boiue 25°C [MP

CIIK].
AJITOPUTM J1eificTBH MeJUIMHCKOI0 MEPCOHAJIA NPHU B3ITHH 00pa310B KPOBM:
° BBIMBITh PYKH (TUTHEHUYECKUH YPOBEHb), HAJIETh IEPUATKH;
° BBIMBITh PYKH NalMeHTa (IATKY peOeHKa B Cilydae, €CIM KpOBb OepeTcs U3 MATKH);
° npoTepeTh 00JacTh MPOKANbIBAaHUS CTEPUIbHOM canderkoii, cMoueHHON 70% crupTom,

MPOMOKHYTh  CyXOH CTepUJIbHOM cal(eTKoil; MPOKOIOTh CTEPWIHHBIM  OJHOPA30BHIM
CKapu(pUKaTOpOM;

® CHATH IICPBYHO KAIlJIFO KPOBU CTCPUJIBHBIM CYXHUM TaAMIIOHOM;
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® MATKO HaaBUTh JJIA MMOJIYYCHHA BTOpOﬁ KaIluii KpOBH;

° IIPWIOXKUTh TEPHEHAUKYISIPHO TECT-OJaHK K Kalule KPOBH M IMPONMUTATH €r0 KPOBBIO
HAaCKBO3b;
° aHAJIOTMYHBIM 00pa30M HAHECTH HA TecT-OJIaHK 6-8 Kameib, BUJ ISTEH KPOBU JOJKEH

OBITH OJIMHAKOBBIM C 00EHX CTOPOH.

° BBICYIIUTh TECT-OJIAaHK B TOPU30HTAJIHHOM TIIOJIO)KEHUH HA YHCTOH 00E3KUPEHHOU
MOBEPXHOCTH HE MeHee 4 4 0e3 NMpUMEHEHHs TelIoBOi 00pabOTKM M TOMafaHus NPSMBIX
COJIHEYHBIX JIy4€eH;

° yIaKkoBaTh TECT-OJIaHKM B YHCTBII KOHBEPT TaKUM OOpa3oM, 4YTOOBI MSITHA KPOBU HE
COIIPHUKACAJIHCE.

OcobennocTy npu MH(Y3NOHHOH Tepanuu

Hekortopele mamuieHTsl MOTYT TONydaTh MH(Y3HMOHHYIO TEpaluio, IepelruBaHue
KOMIIOHEHTOB KPOBHM, 4YTO MOJKET OKa3aTh BJIMSHUE Ha pe3yiapTaTbl TecToB. Hampumep, npu
MIEPETTMBAHUY T1Ia3Mbl KPOBH MOTYT OBITh TOJYYEHBI JIOXKHOOTPHUIIATEIIBHBIC PE3YyIbTAThI, TAK KaK
ompezenseMbie pepMEHTBI HAXOATCS B TUIA3ME U B KJIETKaX KPOBH. PEKOMEHIyeTCsl OCYIIeCTBUTh
3a00p kpoBu i depmentHod u JIHK-muarnoctuku He paHee, yeM uepe3 6-7 IHEH mocie

NnepejiMBaHus I1JIa3Mbl KPOBU U 4CPE3 7-10 ,Z[Hefl IIOCJIC NECPCIMBAHUA KOMIIOHCHTOB KPOBH.

He nonyckaercs B3sTHE KpOBHU:
e Cpa3y mocJie NpoBeIeH!s MaUEeHTY HH(Y3MOHHON Tepanuu (MOXHO uepe3 48-72 yaca);
e Cpa3y Iocje 3aMEHHOro IepeiauBaHus KpoBU (uepe3 120 nHeil mocie 3aMEHHOTO

NepeauBaHusl KPOBH MOXKHO).

XpaHeHHEe ¥ TPAHCTIOPTHPOBKA OMoMaTepuaJia

OOpa31bl BBICYHIEHHBIX MATEH KPOBU MOXKHO XPAaHUTh B OOBIYHOM KaMepe XOJIOAUIbHUKA
npu +4°C no ormpaBku. Cpok XpaHEHUs A0 MOMEHTA OTIPAaBKU HE JOJDKEH MPEBBINIATh 7 THEH.
TemnepaTypa mpH TpaHCIOPTUPOBKE OuoMarepuana AomkHa ObiTh oT 0°C go +10°C. Ecmm
XPaHUTh JOJIbIIE U MpHU O0Jee BHICOKOM TemrepaType, TO aKTUBHOCTh (pepMEHTa Ja’ke B HOpMeE

MOKCT CHHUIKXATBHCA, YTO IIPUBCIACT K JIOKHOIIOJIOKUTCIIbHBIM PE3YJIbTATaAM.

AJITOPUTM JeCTBUHA MEIUIUHCKOI0 MEPCOHAJIA NIPU B3ATUH 00pa3L0B KPOBH

® BBIMBITh PYKU (TUTUEHUYECKUH YPOBEHb), HAJIETh MIEPUYATKH;
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e BBIMBITh PYKH NAIMEHTa (MATKY peOeHKa B ciiy4yae, €Clid KpoBb OepeTcst U3 MATKH); BaKHO
corperb 00JacTh MyHKLIHUU MyTeM OOepThiBaHUS B cal(eTKy, CMOYEHHYIO BO BIQKHOUN
BOJI¢; peOCHOK JIOJKEH OBITh BEPTHKAIN3UPOBAH;

e MpoTepeTh 00JacTh NMPOKaJIbIBAHUS CTEPUIIbHOMN canderkoil, cmouenHoi 70% cruprom,
IPOMOKHYTb CYXOW CTEpPHJIbHOW can(eTKOW; MpHKaTh KOHEYHOCTh K HETOABHKHOMN
MOBEPXHOCTH, MPOKOJIOTh CTEPUIIBHBIM OTHOPA30BBIM CKapU(PUKATOPOM;

® CHATH [IEPBYIO KAIUIIO KPOBU CTEPUIIBLHBIM CYXUM TAMIIOHOM;
®  MAIKO HaJaBUTh JUIS OJYYEHUsI BTOPOU KaIulu KPOBH;
® MPWIOKUTH MEPIEHIUKYIAPHO TeCT-ONaHK K Karie KpPOBU M MPOMUTATh €ro KPOBBIO
HACKBO3b;
® aHaJOrMYHBIM 00pa3oM HAHECTH Ha TecT-ONaHK 6-8 Kamenb, BUJ MATEH KPOBH JOJKEH
OBITH OJJMHAKOBBIM C 00E€UX CTOPOH.
® BBICYIIUTh TeCT-OJaHK B TOPU3OHTAJIHHOM IMIOJIOKEHHMM Ha YHUCTOM OO0E3)KUPEHHOM
MIOBEPXHOCTH HE MeHee 4 4 0e3 MPUMEHEHUs TEIJIOBOM 00pabOTKH M MonajaHus MPsMBIX
COJIHEUHBIX JIy4EeH;
® yHakoBaTh TECT-OJaHKM B YMCTHIM KOHBEPT TakUM O0pa3oM, 4YTOOBI MSTHA KPOBH HE
CONPUKACAIHCH.
Oco6ennocTu npu HH(PY3MOHHOM Tepanuu
Hekoropelie manueHTsl MOTYT NOJydyaTh MHQY3UOHHYIO TEpaIuIio, MepeIrBaHUEe KOMIIOHEHTOB
KpPOBHM, YTO MO’KET OKa3aTh BIIMSHUE Ha pe3yJbTaThl TecToB. Hampumep, mpu mnepenuBaHuU
IUIa3Mbl KPOBHU MOTYT OBITh IOJIyYEHBI JIO)KHOOTPHILIATENbHbIE pe3ynbTaThl. PexoMenayercs
OCYILIECTBUTh B3ATHE KpPOBU JUIsl aHanmu3a MeTtabonutoB u JIHK-nuarHocTuku He paHee yem
yepe3 6-7 mHEW mocie MepeivBaHus Tla3Mbl KpoBU U uepe3 7-10 mHel mocrie mepenuBaHus
KOMIIOHEHTOB KPOBH.
He nonyckaercs B3sTHE KPOBHU:

e Cpasy MocJje MpoBeIeHUS MAMeHTY WH(Y3MOHHOHN Tepanuu (MOXKHO depes 48-72 vaca);

e Cpa3y TOCJI€ 3aMEHHOTO TepenuBaHus KpoBw (depe3 120 gHel mocine 3aMEHHOTO
NepeauBaHusl KPOBH MOXKHO).

XpaHeHHe U TPAHCIOPTHPOBKA OMoMaTepuaJia
OOpa3ipl BBICYIIEHHBIX MATEH KPOBH MOXXKHO XPaHUTh NPU KOMHATHOW TeMmIleparype Hu
BIaXHOCTH He Oosee 60%. Cpok XpaHEHUsS 10 MOMEHTA OTIPABKHU HE JIOJDKEH INPEBBILATH 7

JTHE.
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Ipuioxkenue b. AJlropuT™Msl AeHCTBUI Bpaya

| O01Mii AArOPUTM JHATHOCTHKM M Tepanuu ' DA

IIponomxenue
JIMArHOCTUYECKOI0 ITOMCKa
B paMKax Jpyrux
BO3MOJKHBIX 3a00JI€BaHUI

HECT

Jnarnocruka
runepQeHnIaIaHuHeMIH
(HEeoHaTaJIbHBIN CKPUHUHT,

MOJIEKYJISIpHAs TUarHOCTHKA,
g depeHImanbHas JUarHOCTHKA)

Jwnarnos

MOATBEPKICH?

Tepamnus amOynaTopHo 1o HAOIIOJEHUEM

Bpaua

A 4

HucnancepHoe HaOIOIeHNUE U
JIeYEeHUE C MIEPUOTUIECKUM
KOHTPOJIEM B CIICHUATIM3UPOBAHHOM

A

YUPEKICHUU

na
Tepanus

s dexTuBHa?
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Il Anroputm qnddepennnanbHoi fuarnoctuku T'OA

DA (DA>2,0 mr/m)

MonekynspHo- BH4
< TCHETHYCCKAs > 'HF%/XIHTH&H
JUAarHOCTHUKA
OAT-
nedunrTHas
['®A
A\ 4
I'enotun, He I'enotun, moTeHMaILHO
4yyBCTBUTENbHBIN kK BH4 4yBCTBUTENbHBIN kK BH4

y

z Harpy3ounsrit
TECT C
CanpoNTEpUHOM

Cuamxenne A
meree 30%

Cuamxenne OA na
30% u Ooitee

A 4 A 4

BH4 ne uysBctBuTensHas ['GA BH4-uyBcTBuTenpnas ' ®A

A A \ 4

Hao0mronenune B JIITY
Menuko-reHeTUYECKOe KOHCYIbTUPOBAHUE

YHarpyszounsrii Tect nposoautes mocie 1 roxa
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11l ATropuT™M HEOHATAJIHLHOI0 CKPUHHUHTA

AMMWHOKUCNOTbI B BbICYLLUEHHbIX MATHAX KPOBU

—

y

!

DA <120 mkM/n

DA 120-360 mkM/n

DA >360 mkM/n

!

KoHeynbtauus
Bpaya- reHeTuka,
HagHa4veHue
avetotepanuy

Yacrtble myTaumm B redHe PAH

Petect”

;

y

v

Phe Hopma,

HET YacTbIX MyTauuii

Phe noBbIlWeH,
ofHa Unu HeT

4YacTbIX MyTaumn

Phe nosbiweH,
reHoTUN YCTaHoBMEeH

FeHeTU4eckan naHenb

Y

A

A

[eHoTUN
yCTAHOBNEH

HeopHo3HauHble
pesynbTarhbl
OHK-auarHocTrkm

[eHoTUN
yCTaHOBMNEH

[uarHos
BH4-3aBucuman

DA nogreepxaeH

Y
ConocrasneHue
KNUHUYECKUX
1 naboparopHbIX
AaHHbIX,

WUCKNIoYeHue
OLIMBOK
npeaHanuTU4eckoro
arana

duarHos
(OEHUNKETOHYPUA
nogreepXneH™"

\d

Mepauko-reHeTu4eckoe

KOHCYbTUPOBAHUE CEMBMU,

HasHa4yeHue Tepanum

* — B3ATMe obpasua A0 Ha3Ha4YeHua Tepanuu
** — npu yposHe DA >360 mkM/n
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Hpunioxenne B. Undopmanus 1is nanuenTa

Yro Takoe penunnkeronypus?

Oenmnkeronypus (PKY) — 310 HaclneACTBEHHOE 3a00JICBaHHE, XapaKTEPHU3YIOMIEECs
HapylieHueM Mertabonusma (enunananuHa (DA, HezaMeHHMMass aMUHOKHUCIIOTA, KOTOpas He
CHUHTE3UPYETCS B OpraHU3Me, OCTYIAET ¢ MUUIEH — NPOAYKTaMH )KUBOTHOT'O IPOUCXOKICHUS,
B TOM 4YMCJI€ C IPYAHBIM MOJIOKOM U JE€TCKMMH MOJIOYHBIMU cMmecsimu). DKY — nenas rpymnmna
3a0o0sieBaHni pa3nuuHOi TsxecTH. B Poccun npumepHo 1 Ha 7-8 ThICSIl4 HOBOPOXKACHHBIX JIETEH,
a Bcero 6ostee 200 neTeit B TOJI, pOXKAACTCS C 3TUM 3a00JIEBAHUEM.

[Ipn oTcyTcTBHM CBOEBPEMEHHOW AMATHOCTUKH M JIeYeHHUsS 3a00JieBaHUE IMPOSIBIIACTCS
O0ObIYHO B BoO3pacTe 2—6 MecslUEeB >KU3HM IPU3HAKaMU MOPaXEHHsS LUEHTPaIbHOW HEPBHOUN
CUCTEMBI: pOAMTENCH OECHOKOST BSJIOCTh PeOEHKA, OTCYTCTBHE HHTEpEca K OKpYKarollemy,
WHOTJa TIOBBIIIEHHAS  Pa3IpakKUTEIbHOCTh, OECHOKOMCTBO, CpBITMBAaHUS, HapyIICHUE
MBIILIEYHOTO TOHYyca (Yalle MbIIIeUyHas TUIOTOHUS), MPU3HAKK aTOMHYECKOTO JepMaTHTa,
3a/iep’KKa IICUXOMOTOPHOTO Pa3BUTHUS, UHOTA cyaopord. C BO3pacTOM JAETH UMEIOT TSIKEI0e
MOPaXEHWE HEPBHOW CHUCTEMbI BIUIOTH JO YMCTBEHHOW OTCTamoOCTH W snwierncuu. [lpu
CBOCBPEMEHHO HA3HAUYEHHOM IAaTOT€HETUYECKOM JICUCHHUU KalloObl HMEIOT OoJyiee JIerKun
XapaxkTep WIA OTCYTCTBYIOT.

Kak Bpauu o0HapykuBalwT, 4T0 peOEéHOK 00s1eH?

C nenpto paHHeH TUArHOCTUKYU U MPOQPUIAKTUKY Pa3BUTHS YKa3aHHBIX CUMIITOMOB BCEM
HOBOPOXJAEHHBIM MPOBOJAUTCS HEOHATANIbHBINA CKPUHUHT B POJUIBHOM JIOME Ha 3-7 J€Hb )KU3HU.
Pe3ynbpTaThl JaHHOTO 00CIEI0BaHMSI COOOLIAIOTCS POJUTENSM 110 TenedOoHy.

Poputenu 00si3aHbl BHUMATEIbHO OTHECTUCH K IMOJYYEHHOW M3 LIEHTPA HEOHATaJIbHOI'O
CKpUHMHTA MH(GOPMAIIMU U HEMEJIJICHHO SBUTHCS Ha MPUEM K Bpady W/WJU CBSA3AThCS C HUM I10
TeneoHy, Jaxke eciu y peOeHKa OTCYTCTBYIOT KJIMHMYECKHE CUMNTOMBI. Pemenue o
Ha3HAUYCHHUH U XapakTepe AUEeTOTepanuy IPUHUMAET Bpay.

Kakmue npo0jiembl BbI3bIBaeT eHNIKETOHYPUsI?

[Mumma, KOTOPYIO MBI €AUM, COACPKHUT OEIKU, COCTOSIINE U3 OTAEIbHBIX aMHUHOKHCIIOT.
[Ipu (deHuIKETOHYpUM OJIHA W3 JTUX AMHUHOKHUCIIOT, KOTOpas Ha3biBaeTcs (eHWIaTaHWH, HE
yCBaMBAETCSl OpPraHU3MOM OOBIYHBIM 0OpasoM. M3-3a »toro DA HakamimuBaeTcsi B KPOBHU
pebenka. be3 nedeHus 53TO NPUBOOUT HApPYyIIEHHIO pa3BUTHS Mo3ra. Ho 310 MOXHO
peIyNpeanTh, €CIM YMEHbIINTh KOJIWYecTBO Oenka B muie. Takum obpazom, Bam peGenox

HYXIACTCA B CIICLIMaJIbHOM HHU3KOOEIIKOBOI JUCTC.
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Jlueta, ¢ OMHOM CTOPOHBI, JODKHA conepkaTh Majno DA, HO, ¢ Apyroil CTOPOHBI, OBITH
cOaraHCcUpOBaHHOM I OOECIIeYeHUsI pOCTa U Pa3BUTHS Masibllia. Baml Bpau-reHeTHK MOMOXKET
Jy4Ille TIOHATh CUTYAIINIO, YTOOBI OHa OblIa sicHa BaM mosgHOCTBIO.

Yro nenarb poaureasam?

3a MCKJIIOYEHHEM [MEeThl, OTHOCUTECh K peOEHKY Kak K 3J0pOBOMY, HE cTapairech
M30BITOYHO OIEKATH €rO.

Jluera moHadaly Ka)XeTCs CJIOKHOM, HO BPauM-T€HETUKU U JUETOJIOTH OKaXYT Bam
MaKCHMaJbHYIO MOJIEPKKY U IIOMOIIIb, Bcerna, koraa Bel Oynere B Hell HyXaThCsl.

Byner im pebeHOK HOPMAJILHO PACTH U PA3BUBATHCA?

st Beex nererr ¢ @KV, KoTOpble CBOEBPEMEHHO Hauajiu JICYCHHE, OTBET oAauH — JJA!
Ecin neuenue Bamiero peOeHka NpOBOAUTCS IOCTOSHHO, PEOEHOK pacTeT U pPa3BUBACTCS
HOPMAJIBHO.

Ho, ecnu xoHTposnb 3a CcOONIOJCHHEM AMEThl HEAOCTATOYHBIM, 3TO MOXKET BbI3BATh
npoOyieMbl OoOydeHUss W ToBelneHUS peOeHka. PeOeHOK He CMOXKET JOOHWTBCS TEX YCIIEXOB,
KOTOPBIX OH OBl JOCTUT IPH TIIATEILHOM COOJIIO/IEHUU JUETHI.

9T0 mo:xXM3HeHHAas quera?

B mHacrosmee Bpemsi cuMTaercs, 4YTO HauOoliee ONArompusATHO TMOXKU3HEHHOE
coOmonenne auerbl. JKectkoe coOmogeHue aueTbl HeoOXoaumo y keHumuH ¢ OKY
HEINOCPEJICTBEHHO NEpe]l U BO BpeMsi OEpEMEHHOCTH AJIs MPEAYNPEKACHUS Pa3BUTHUSI TOPOKOB
wioza. /luerorepanus, oCHOBaHHas Ha pe3koM orpaHnueHuH MDA B panmoHe 0OJIbHBIX AeTeil 3a
CUET HCKIIOYEHHUS BBICOKOOENKOBBIX IMPOAYKTOB, JOJKHA OBITh HayaTa HE MO3/HEE IMEpBBIX
HeZleNb JKU3HU peOEHKAa C LEJbI0 JOCTH)KEHHUS MaKCUMalibHOW 3(PQEKTUBHOCTH JICUEHUS.
Henocratomee konudyecTBo Oejika BOCHOJHSAETCS 3a CUET CHEIUAIM3MPOBAHHBIX JIEYEOHBIX
MPOJYKTOB, YACTUYHO WM MOJHOCTHIO JUIIeHHBIX DA [23].

Ha3nauenne mnaroreHeTHYecKOW JUETOTepalmuu C TEpBBIX JHEH JKU3HM pebeHka
onpezenseT 6JaronpUsITHBIN NPOTHO3 TeUeHUs! (EHMIKETOHYPHUH.

OcHoBHbIe NpUHIUIBI AUeThI TP DKY.

OObIuHOE MHMTaHUE, PACCUUTAHHOE Ha 3JI0pOBOT0 peOEHKA, CONEPKHUT ropaszio Ooblie
(deHunanannHa, 4eM MOKeT ycBOMTh peO&Hok ¢ DKY. Takum oOpas3om, JiedeHHE COCTOUT B
JUeTe, COoJeprKalleil POBHO CTOJBKO (EeHWIaTaHWHA, CKOJIBKO HEOOXOAMMO Ui pocTa u
pa3BUTHUS peOEHKA.

Msico, pei0a, cblp, siflla, Opexu, MOJOKO, cosi OoraTel OETKOM M, TaKUM 00pa3oM, He
MOTYT UCIIOJIb30BaThcs B quere. [[pyrue npoaykThl, cofeprKallie MeHbIlee KOJIMYeCTBO Oellka,

TaKHC KaK KapTO(I)eJ'IL M 3JIaKHd, JAr0TCA B TAKOM KOJHMYCCTBC, YTOOBI YPOBCHb (I)CHI/IJ'IaJ'IaHI/IHa,
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KOTOPBIA JIOJDKEH PErYNISIPHO MPOBEPAThCSA, OcTaBajcsi B Oe3omacHbIX mpenenax. [Ipuem 3tux
IPOJYKTOB JOJDKEH OBITh pABHOMEPHO paciipeliesieH B TeueHue THs. PasperieHHoe KOJIu4ecTBO
KaXJIOTO MPOJYKTa CO BPEMEHEM MOKET MEHSTHCS JTaXKe y OJTHOTO PeOEHKaA.

BonbminHCcTBO (DPYKTOB, MOYTH BCE OBOLIM, B TOM YHCJIE JHCTOBBIE, caxap, BapeHbS,
CUPOIBI U JKHUPBI, TaKME KaK CIMBOYHOE MAcliO, CBHHOE Callo, PaCTUTEIbHOE MAaciio, MOTYT
UCTIOJIB30BAaThCSl  OTHOCHTENBHO cBOOOmHO. Kpome TOro, CymecTtBylOT CHEIHMaIbHO
pa3paboTaHHbIE ¥ MPOM3BOIUMBIC MPOMBIIIICHHBIM 00pa30M MPOAYKTHI MHUTAHUS JJIS JeTel ¢
OKY, coxepxarniue maino Oenka. K HUM OTHOCATCS crienMalIbHBIN XJ1e0, MaKapOHHbBIC U3/ICIHs,
ne4YeHbe U Baiu, puc, MOJIOKO U JIPYrUe U3/eus, KOTOpble MOKHO HCIOJIb30BAaTh JOCTATOYHO
CBOOOAHO i1 TOro, 4yToObl pa3HOOOpa3uTh NHUTAHHE Majbllla. Bl MoO)KeTe TOTOBUTH HX
OOBIYHBIM CITIOCOOOM (KAPUTh, BAPHUTH, TIEYb U T.]I.), JOOABJISAS TPABHI H CIICIIUU TI0 BKYCY.

BricokoOenkoBbie TPOAYKTHI, TAKUE KaK MACO, pbI0a, ChIP, Aiilla, KOTOPHIE HE MOXKET €CTh
Bam pebGeHOk, 3aMEHSIOTCS ClieluaibHOW aMUHOKHCIOTHONH CMEChIO, B KOTOPOH OTCYTCTBYET
deHnnananuH. JTH 3aMEHHUTENH Oellka yrmoTpeOsSIoTCs B BHJIE HAMMTKOB MM TacT, a y Ooiee
CTapIIuX JeTe MOTYT ObITh B (popMe TaOIeTOK. DT CMECH BBLIAIOTCS MO PELENTy Bpaya U
obOecrieunBarOT peOeHKa «Oe30MacHbIM» OENKOM JJsi €ro pocra W pa3BuTua. Bpad-reHetuk
noIpoOHO pacckaxkeT Bam, kak MpaBUIbLHO FTOTOBUTH U IPUHUMATH TAKYIO CMECH.

3amenurenu Oenka — KpaiiHe BaxHasi yacTh AueTbl npu ®KVY. OHu narorcs B HECKOJIBKO
IIPUEMOB B T€UEHHE JHS. DTO [IOMOTAET yAepkKaTb YPOBEHb (peHUIIaIaHNHA KPOBU B 0€30I1aCHBIX
TpaHuIaX.

B nuere pebEnka Takke Ba)KHBI MUHEpabl U BUTAaMHUHBL. ECi OHU y)Xe He BKIIIOUEHBI B
3aMeHUTeNb Oenka, Bamr Bpau Ha3HAuUT HEOOXOAMMBIE KOJIMYECTBA 3TUX BELIECTB B BUJE
JIOTIOTHUTENBHBIX 100aBOK K nuie. J[aBaiiTe peOeHKY TOJIBKO T€ Mpenaparhbl, KOTOPbIEe HaA3HAUUT
Bpau!

IIpu kakux ¢popmax ®KY Bo3MOKHA MeAMKAMEHTO3HAs Tepanus?

st Hexkotopeix ¢popm DKV pazpaborana meaukameHTo3Has Tepanusi. DPHEKTUBHOCTh
JIEKapCTBEHHOTI'0 Iperapara OnpeesiseTcs C IOMOIIbIO TECTUPOBAHHUS.

TecTupoBaHue NPOBOANUT, KOHTPOIMPYET U OLEHUBAET Bpau, KOTOPBIH OCYLIECTBIISET
neyeHne M HaOmoneHue mnauueHToB ¢ OKY. Jlng OGonee TIIaTenbHOro KOHTPOJS TECT
1e1eco00pa3Ho MPOBOJUTH B CTAallMOHApe, BO3MOXKHO JHEBHOIO MpeObIBAaHUS, NMPU CTPOrOM
cOOIOICHUH MAlMEHTOM PEKOMEH Il Bpaya 10 IPOBEJCHHIO TecTa — aMOyJIaTOPHO.

Ilepen mnpoBereHHEM TECTUPOBaHMS OUYEHb BAXKHO CTAaOWIM3MPOBATH COIEpIKAHUE
(deHnnaNaHMHa B KPOBU IyTeM COOJIIOJEHUS HEM3MEHHOI'O MUIIEBOr0 palidoHa B TeyeHue 4-5

JHEeW 10 Hayala TecTa U B nepuoa TCCTUPOBAHUA IJId HCKIIFOUYCHUS BJIUAHUA JUCTHI Ha
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kosebanus KoHueHTpauuun OA B kposu. Ilocie mnosyueHHs] MONOXKHUTEIBHOIO pe3yiabTara
TECTUPOBAHUS HEOOXOIMMO MOATBEPAUTH €T0 B X0/1€ O0JIee AITUTEIHLHOTO HAOIIOICHHS.

[ToBbiieHue TosiepaHTHOCTH K mnumeBoMy DA Ha QoHe NpuUeMa CHHTETUYECKUX
aHanoroB BH4 sBnsiercs noka3aHueM JUisi paCIIMPEHUs AUETHL, IPU 3TOM KOHIeHTpauus PA He
JIOJDKHA MpeBbinath 6 Mr/ml. Ilpn KOMOMHUPOBAaHHOM HUCIIOJIB30BAaHUM I'MIIO(QEHUIATIaHMHOBON
JUETbl W CUHTeTHuYecKoro aHajora BH4 KOHTpoiap 3a XUMHYECKMM COCTaBOM JIUETHI,
AQHTPOIIOMETPHUECKUMH U OMOXMMHYECKMMH TMOKa3aTeIsIMH HYTPUTHUBHOTO CTaTyca MalueHTa,
DA KpoBH JOIKHBI OBbITH CUCTEMATUUYECKUM.

[TanenTsl, nosyyarommue cuHTeTHYecknii ananor BHy TpeOyroT TijareabHOro KOHTpois
3a COCTOSIHUEM UX HYTPUTHUBHOI'O CTaTyca U APYTMMH ITOKA3aTEISIMU 310POBbSL.

UYroObl neueHure ObLI0 YPPEKTUBHBIM, POJUTEIH U WICHBI CEMEH, IIe €CTh MallUeHTHI C
O®KYVY, camu nauMeHThl JOKHBI ObITh B TECHOM KOHTAaKTE€ CO CBOMM JIEHALIMM BpayoM M
BBIMNOJIHATH BCE €0 Ha3HaYeHUs !

Kak 310 KoCcHeTCs1 APYrUX AeTeil B HALIEH ceMbe?

VY4uThIBas ayTOCOMHO-PELIECCUBHBIN TUIT HACTIEIOBAaHMS, MaTh U OTELl OOJIBHOTO peOeHKa
SBJISIIOTCSI HOCUTENSIMU OO0JIE3HHU, XOTSl OHU COBEPLICHHO 3710poBbl. [Ipu kaxoil 6epemeHHOCTH
pPHCK pouTh 00JIbHOrO pedeHKa cocTaBiseT 1 maHc u3 4, TO €CTh 10CTaTOYHO BBICOKUM PUCK
MIOBTOPHOTO POXICHUS B CEMbe OONBHOTO pedeHka. [103ToMy mokazaHo MeIHKO-TeHETHIECKOe
KOHCYJIbTUPOBAaHUE, UYTOOBI IIOMOYb CEMbE POJUTH 3/J0pOBOro pebeHka. Takxke MeauKo-
TeHEeTUYECKOe KOHCYJIbTHpPOBaHHE HeoOxonumo BceM maunueHTam ¢ PKVY penpoaykTHBHOTO
BO3pacTa.

B3pocnbim nanpentam ¢ @KV (He3aBucumo ot 1mosia) cieayer 3HaTh, UTO €CIU Y UX
napTHepa HeT MyTauuil B rene @AI, To B JaHHOM Opake Bce 1eTH OYIyT TOJIBKO HOCUTENSIMU, U
00J1e3Hb HE MOBIUSAET HA UX 3/10poBbe. C Npyroil cTopoHsl, eciu  mapTHep nauueHta ¢ PKY
umeet myranuio B rene AT, o 50% ux gereit Moryt ctpaaars GpeHuskeronypueil. Eciu oba
ponutens sisitoress nmanveHtamMu ¢ @KV, 1o Bce ux netu Takxke OynyT HMMETb JIaHHOE
3a0oyieBaHUE M JOJDKHBI OyAYyT MOJy4yaThb OAMHAKOBOE C POJAUTENSIMH JedeHue. JKeHIuHam
pPENPOAYKTUBHOTO BO3pacTa C YCTAHOBJIIEHHBIM paHee auarHosom PKY PEKOMEHIyeTCs
3apaHee IUIaHUPOBaTh OEPEMEHHOCTh, IPEABAPUTENHLHO MPOKOHCYIBTUPOBATHCS Y THHEKOJIOTa U
TeHETHKAa M CTPOrO BBINOJHATH UX Ha3HAUEHUs. DTH Mephl HEOOXOAMMBI JJIsl CH)KEHUS pUCKa
poxaenus y xeHmuH ¢ @KV miaseHieB ¢ pa3IudyHbBIMU BPOKJIECHHBIMU MOPOKaMH Pa3BUTHUS

(cunapomoM «matepuHcKoit DKVY»).
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IMaMsTKa OyIymIUM MaMaM € JHATHO30M «(eHWIKETOHYPHUS» a TAKKe POJAUTEIAM
AeBOYEK ¢ PEeHUIKETOHYPHEI.

ITO0 Ba’KHO 3HATH!

Hy>XHO NOMHHTB, 4TO MOCJIE OKOHYAHMS CIEHHUATU3UPOBAHHOIO JieueHus1 y Bac B kpoBu
OCTaeTcsl BBICOKOE cojep:kaHue (heHuIalaHuHa U ero npou3BoaHbX. Ha Bamr opranusm sto He
OKa3bIBaeT BPEAHOr0 BozfaeiicTBusa. Ho eciam Bbl coOupaerech CTaTh MaTepblo, TO BBICOKUN
ypoBeHb (heHMIIaJaHWHA Y Bac B KPOBU OCTAaHOBUTCS «TPO3HBIM Bparom» Bamero Oymyiero
pebenka. [ToBbIIeHHBIN YPOBEHb (peHMIIaTaHUHA B KPOBH O€pEeMEHHOMN XKEHIIUHBI, CTpaJaroien
OKY, BpI3bIBaCT y IUIOJA TSKEIbIE MOPOKH pPA3BUTUSA CEPACYHO COCYAMCTOW CHCTEMBI,
FOJIOBHOI'O MO3ra, 3aJepKKy (U3MYECKOro pa3BUTHSA, HWHTEIUIEKTYaJbHOTO Ppa3BUTHUS,
sMuiencuio. Bricokas KOHIEHTpanus (eHWIAIaHuHA W er0 MPOU3BOJHBIX B KPOBH BO BpEMs
OepeMEHHOCTH SBISETCS «S0M» JJISl pa3BUBAIOLIETO OPTaHKU3Ma MaJlbllia.

Y10 HYKHO c/1e/1aTh, YTOObI PEIOTBPATUTH POXKAeHHEe 00JIBLHOIO pedeHKa:

1) Tlocerutsb MEANKO-TEHETUUECKYIO KOHCYJIbTAI[UI0 pu IUTAHUPOBAHUU
o6epemennoctu. Eciim Bam ne Bemonusum JIHK-mmarnoctuky, ciemyer mpoBecTH
JAHK-nuarnoctuxky Bam u Bamemy naptuepy.

2) Bcrath Ha y4€T B MEAMKO-TEHETHYECKON KOHCYJIbTAIMM M HayaTh JicueHHe 3a 2-3
MecsIia 10 IUTaHUpyeMol OepeMeHHOCTH. B 3TOT mepmon mepedTH Ha CTPOryro
runo(eHnIalaHiHOBYI0 JMETYy C MPUMEHEHHMEM CIEeNHMATU3UPOBAHHOIO MPOIyKTa
Je4eOHOro MUTAaHUs (AMUHOKHUCIIOTHAs CMECh ¢ HM3KUM 3HaueHueM PA). YpoBeHb
(deHunaNaHuHa B KPOBM Ha 3TOM 3Tale He JOJDKEeH mpeBblmaTth 360 MkMoub/a (6
MI/111).

3) Ilocne HacTyruleHus: OEpPeMEHHOCTH YpPOBEHb (eHWIaJaHWHA B KPOBHM JOJDKEH
octaBatbcss B mpenenax 120- 240 wmxmone/n (2-4 wmr/mm). o 12 Henenb
O0epeMEeHHOCTH KOHTPOJIb YPOBHS (peHMIIaIaHUHA JJOJDKEH MPOBOJIUTCS HE peXe OAUH
pa3 B Hexemo. [locne 12 nemens — He pexke 1 pa3 B 2 Hemenu. Bpau menuko-
T€HETUYECKON KOHCYJIBTAIMM COCTABUT ONTHUMAJIBHBIN PAacU€T CHeUaTIu3npOBaHHON
JMETHI U 103l CHEIMATU3UPOBAHHOTO MPOAYKTA JICUEOHOTO MUTAHUS.

Tonbko coOIOJIeHNE BBIIEYKa3aHHBIX JICHCTBHM, MOCTOSHHOE HAOMIOJCHHE Bpaua

MEAMKO-TeHETUYECKON KOHCYNIbTalluH, IJIAHOBBIA KOHTPOJb YPOBHS (heHWJIalaHWHA B KPOBHU

MO3BOJIUT U30€XKaTh CEPhE3HBIX OCIOKHEHUN pa3BUTHs Bamero pedbenka.
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YacToTa npoBeaeHust 00cae10BaHus Y NAlHEHTOB ¢ [ DA

HepBI/I‘IHaﬂ JUAarioCTukKa

KoncynbTanum Bpayeii, 1adopaTopHblie H
HHCTPYMEHTAJIbHbIE HCCIe10BAHNSA, TECTUPOBAHUE H
Tepanus

KomMmenTapmnii

[ToBTOpHOE Ompenenenue conaepxkanus A B nepudepudeckoit
KPOBH HOBOPOXICHHBIM JIETSIM C MOBBIIIEHHBIM YpoBHEM DA 110
pe3ynbTaTam NepBUYHOIO TECTA

HE Mo3Hee 3 HEAEIb OT
MIEPBUYHO MOJIOKUTECIIEHOTO
pe3ynbrara

MOJ'IeKy.]'IﬂpHO-FeHeTI/ILIeCKaH JUAarHoCTukKa

B MaKCHUMaJIbHO BO3MOXXHO
KOPOTKHUC CPOKHU

[IpoBenieH Harpy304HbIN TECT C CHHTETUYECKUM aHaiorom BH4
(B TeueHHne He MeHee 48-4acoB) MallMEHTaM CTapIle roja ¢
myTauusaMu B rene PAH, koTopblie accolmupoBaHbl ¢
YyBCTBUTEIBLHOCTHIO K BH4

110 ITOKAa3aHUAM

Hccnenoanue o0111ero aHajin3a KpoBU JJIsl OLIEHKH OCHOBHBIX
napaMeTpoB KPOBETBOPEHUS

B IIEpBbIE 6 MecsLEB

HccnenoBanue o01ero aHaan3a MOYH C LIENBIO BBISBICHUS
nrcMeTrabonnyeckoil HeponaTun

B IICPBLIC 6 MCCALICB

HccnenoBanre OMOXMMUYECKOTO aHAIN3a KPOBU
oO1erepaneBTUYECKOro(CoAepKaHue TIIFOKO3bI, OOIIEro Oeka,
0enkoBbIX (ppakuuid, obmiero OMIMpyorHa, X0JIeCTeprHa,
TPUTIIALIEPUIOB, JINIIONIPOTEUI0OB HU3KOU U BBICOKOU
IUIOTHOCTH, IIENOYHOU (ocdaTaspl, KpeaTHHHUHA, MOYEBUHBI,
anaHnHaMuHoTpaHcpepassl (AJIT),
acniaptaramMmuHoTpaHcdepasbl (ACT), kanbuus o01Iero u
MOHU3UPOBAHHOTO, HATPHSI, KaJIHsl, HEOpranmieckoro ¢ocdopa,
xKenes3a, peppuTHHA) C LEeNbI0 OIIEHKH OallaHca BaXKHEHIINX
HYTPUEHTOB NIPU AUETOTEPAITNH, OIICHKH KaJIbIINEBO-
dbochopHOro 0OMEHa, OLIEHKH COCTOSIHHS MOYEK U MTEYEHU

B IIEpBbIE 6 MecsLEeB

HccnenoBanune 6MoXUMUYECKOro aHanu3a Mouu ((ocdartsl,
OKCaJiaThl, ypaThl) C LEJIbIO OLIEHKU COCTOSIHUS MOYEK,
BBISIBJICHUSI TUCMETa00INYeCKO HepponaTuu, KalbIIMypHH

B IICPBLIC 6 MCCALICB

[TpoBeneHa TanaeMHas Macc-ClIeKTpoMeTpHs nmanueHTam ¢ ['OA
C LIeJIbIO ONpPE/IeNICHHsI COOTHOIIEHUS (peHUIIaTaHMHA/ TUPO3UHA

B MaKCHMaJIbHO BO3MOXKHO
KOPOTKHE CPOKH

HccnenoBanue COJACPpKaHUA IITCPUHOB B MOUC

HE MMO31HEE 3 HEAEIb OT
MEPBUYHO MOJOKUTEIBHOTO
pe3yibrarta

12-xanansHas OKI 1i1st BEISBIEHUS TUCMETA00ITHUECKUX
HapyIlEeHN B MUOKap/ie

B IIEpBBIE 6 MecsLEB

Oxokapauorpadus npu nzmeHenusx Ha KI

110 ITIOKa3aHUuAM

ITpoBeneno 931" u DO -MOHUTOPUHT NMALIUEHTaM CO BCEMU
dbopmamu 'DA 1ipy HATMYUK HEBPOJIOTHIECKON CUMIITOMATHKA

110 ITIOKa3aHUusAIM

V3U opranoB OpIOIIHON MOJIOCTH U TIOYEK JIJIs1 BBISIBIICHUS
nucMeTrabondeckux HedpomnaTii, HepoKanbLIUHO3a,
M3MEHEHUH CO CTOPOHBI IEYEHHU U MOJKETYI0UYHON KETE3bI

B IIEpBBIE 6 MecsLEB
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KoHcynbTanus Bpaya-reHeTuka nepBuiHas (Ha3HaueHHE U
KOPPEKLHsI JUETOTEepaNnu, OCYIIECTBICHNE KOHTPOJIA 32
aJIeKBaTHOCTBIO €€ IIPOBEICHUS)

HE Mo3Hee 3 HEAEIb OT
MIEPBUYHO TOJIOKUTECIIBHOTO
pe3ynbrara

KoncynbTanus Bpaya-1ueTosiora s aHaIM3a U KOPPEKIIUU
JUETOTepanuu (MIEPBUYHO)

HE MO3HeE 3 HEAEID OT
POXKICHHS

Koncynpranus Bpaya-nenuatpa Ui OLIEHKH OOIIET0 COCTOSHUS
370pOBbS U ONPEACIICHUS TAKTUKHU JAIbHEUILIEH Tepariu

B IICPBEIC 6 Mecs1eB

Koncynbrans Bpada-KapIuosiora U KapIuoJOoTHIECKOe
o0crenoBaHue, Jisl CBOEBPEMEHHOTO BBISIBIICHUS U/UITU
MOHHUTOPHHTA KapHOIOTHISCKHX H3MEHEHU I

B IIEpBBIE 6 MecsLEB

KOHCYJ'IBT&HI/IH Bpada-HEBpOJIOora ajisi CBOCBpEMECHHOI'O
BBISIBJIICHUS H/UIH MOHUTOPHUHTA HEBPOJIOTHYCCKUX W3MCHCHHUIM

B MepBbIe 6 MECS1IEB

OcMoTp BpauoM-o(hTanbMoIOroM, BKIIOYAIONUI 00cae10BaHne
[JIa3HOTO JHa (0 TaJIbMOCKOIIHH)

B IIEpBbIE 6 MecsLEB

KoHcynbTanus Bpaya-ncuxuarpa naueHTaM ¢ yCTaHOBJICHHBIM
nuarHo3om 'DA 11t OLIEHKH ICUXHATPUUYECKOro cTaTryca

110 ITOKAa3aHUAM

KoHcynpranusa MeIMIMHCKOTO MICUXO0JI0Ta C OLUEHKON
WHTEJUIEKTA U IPYTUX BUJOB IICUXUUECKOU 1€ATEIbHOCTH,
WCII0JIb3Ysl COOTBETCTBYIOIIME MMPOTPAMMBI U TECTHI

110 ITOKAa3aHUAM

Ha3HauyeHnue JieueHHU A

KommenTapuii

Hasnauenue nuerorepanuu nocie yCTaHOBJIEHUSI TMarHo3a,
4T0OBI Mpe1oTBpaTUTh NoBpexaeHue [THC

KaK MOXHO pasbllie (10 3-X

HeZeIb KU3HN)

Hasznauenne cunretnueckoro aHaimora BH4 nmamuentam ¢ BHy-
nepunutHol [ DA, ¢ DAT-nepununtHol DA, yyBcTBUTEBHON
K CUHTeTHYecKoMYy aHaiory BH4 ¢ nenbto npenoTBpaTuTh
TSDKEJIBIX HEBPOJOTHYECKUX HAPYIIECHUM.

IIOCJIE ITOJIOKUTEIBHOTO
TECTUPOBAHUS
CUHTETUYECKUM aHAJIOIOM
BH4

Haznauenmne JOMMaMUHCPIUUCCKUX MpCIapaTos,
MNPpEANICCTBEHHUKOB CCPOTOHNHA

B KOMIUJIEKCHOM JICUEHUHU
nanuentoB ¢ BH4 —
nedpunutHoU DA

Ha3nauenwue npemnapaToB Kanplus 1 BUTaMuHa D 1 ero
aHaJI0roB

IIpU HAJINYHUHU OCTCOIICHUN

Haznauenwue npenapaToB TPEXBAJICHTHOTI'O KCJIC3a

IIpru HAJINYHUKU
Kene30eUIUTHON
AHEMU N

Haznauenwue MPOTHUBOSMWICIITUICCKUX MPCIIaAPaTOB

MPY HATAYUH CYJOPOKHOTO
CHHJIpOMA
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JInnamuueckoe HaowoaeHue aeteii ¢c FOA

KoncyabsTanuu Bpauei,
JIa00paTOPHBIC U HHCTPYMEHTAJIbHbIE
HCCJIeI0BAHNS, TECTUPOBAHUE H
Tepanus

Muaaaure 12 get

12-18 Jaer

Amnanu3 kpou Ha DA (yTpoM HATOIIAK)

B

¢ 1 roga o 6 ner — He
pexe 1-2 pasza B Mecsl;

c 7 et u crapue - He
pexe 1 pasa B 3 mecsdiia

BO3pacTte 0 3-X
MecaleB - | pa3 B
HEJEN0 (10 TMOJTy4YeHUs
CTaOMIBLHBIX
pe3ynbpTaToB) M ganee |
pa3 B 10 nueii;

He pexe 1 pazaB 3
Mecsa

Ananu3 kpoBu nanueHTam ¢ ['®A c
MaKCUMaJIbHBIM 3HaYeHUEM ypoBHI DA
Ha MPOTSDKCHHUH JITTUTEIBHOTO TIEPHOIa

360 MrMMOITB/T1 (6 MI/ 1)

He pexe 1 pasza B Mecsl

10 IMOKAa3aHUusAM

I/ICCJ'IC,I[OBaHI/IC 0611_[61"0 aHaJIn3a KpOBU
AJI1 OICHKKW OCHOBHBIX ITapaMETPOB
KpPOBCTBOPCHUSA

He pexe 1 pas3a B rox

HccnenoBanue obmiero aHaam3a MOYH €
LIEJIBIO BBISIBIICHUS TUCMETa00INYEeCKOM
HedponaTuu

He pexe 1 pa3a B rox

HccnenoBanne OMOXUMHUYECKOTO
aHaJM3a KPOBU O0IIeTeparneBTHUYECKOTO
(comepkaHue TIIOKO3BI, 001IEeT0 OemKa,

0enkoBbIX (hpakiuit, 00IIero
OomnpyOuHa, X0JieCTepuHa,
TPUTTUIIEPUIOB, JTUOMPOTEUIOB HUZKOU
7 BBICOKOM TNIOTHOCTH, MICIIOYHOM
docdaraspl, KpeaTUHUHA, MOYEBUHBI,
anaHnHaMuHoTpaHchepassl (AJIT),
acriaptaramMmuHoTpancgepassl (ACT),
KaJIBIUs O0IIET0 ¥ HOHU3UPOBAHHOTO,
HATpUs, KaTusi, HEOPTaHNIECKOTO
docdopa, xene3a, hGeppuTHHA) C LETHIO
OIICHKU OanaHca BaKHEHIIINX
HYTPUEHTOB MPH TUETOTEPAITHH, OTICHKU
KanbIueBO-(pochopHOTO OOMEHA, OIICHKU
COCTOSIHUS TIOYCK U IICYCHU

He pexe | pas3a B rog
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HccenenoBanne OMOXUMHUYECKOTO
aHaymza Mou ((hocdaTsl, OKCANATHI,
yparthl) C IEJIbI0 OIEHKH COCTOSTHHS

[TOYEK, BBISIBJICHHS THCMETA00IMUECKOM
HedponaTuu

He pexe 1 pa3a B rog

IIpoBenena TanaeMHas Macc-
crieKTpomeTpus naruentam ¢ I'OA ¢
LIEJIbIO OIIPEIETICHUS! COOTHOLIEHHUSI
(heHnIaIaHuHA/TUPO3UHA

He pexe 1 pa3a B rox

DOxokapauorpadus mpyu N3MEHEHUSIX Ha
OKT

110 ITIOKa3aHUusAM

12-xananpHasg DK 11 BeIABIEHUS
TCMETab0INYeCKUX HAPYIICHUH B
MHOKapJie

He pexe 1 pa3a B rog

MPT ronoBHOTO MO3ra Nnpy HaJIu4Yuu
HEBPOJOTHYECKOM CUMITOMATUKHU

I10 MTOKa3aHUusAM

991" u 3I'-MOHUTOPUHT IPU HATUYUU
HEBPOJIOTUYECKOW CHMITOMATUKI

Ipy CTaOMJIBHOM T€UEHHUH-1 pa3 B roj, mo
[IOKa3aHUAM-Yallle

Y3U opraHoB OprOIIHON MOJIOCTH U
MIOYEK JUISI BBISIBJICHUS
JTMCMETa00JIMYeCKUX HepponaTuid,
He(pOKaTBIIMHO3a, U3MEHEHHUH CO
CTOPOHBI TIEUEHU U MOKETYJOUHOM
JKese3bl Ha (POHE BBICOKOOETKOBOM
JTUETHI

He pexe 1 pa3a B rox

HccnenoBanre MUHEPAIbHOM TUIOTHOCTH
KOCTHOM TKaHU IEHCUTOMETPHUS JUIs
JMarHOCTUKHU OCTEOIIOPO3a U €ro
npopHIAKTUKI

IIPOBOJIATCS IETAM
crapiie S JIeT 110
ITOKa3aHUsIM, HO HE YJalle
1 paza B roz

110 ITOKa3aHUusAM

[TpoBenenune peHTreHorpaduu KUcTu pyK
JIeTSM, UIMEIOLIUM 3aJIePKKY
(U3NIECKOTO Pa3BUTHS U TIOJIOBOTO
pasBUTHSL [UIs OTIPEJIEIEHUs] KOCTHOTO
BO3pacTa u KanblneBo-(ochopHoro
oOMeHa

I10 ITOKa3aHUusAIM

Koncynpranus Bpaya-reHeTrka
(Ha3HAYCHUE U KOPPEKIHS
JUETOTEpAINH, OCYIIECTBICHUE
KOHTPOJIS 3a aIEKBATHOCTBIO €€
MIPOBEJICHUS)

B Bo3pacte 10 | roma —

He pexe | pasza B Mecsll, He pexe 1 pazaB 3

Mecsna
¢ 1 roma — He pexe 1 H

pasa B 3 mecdia

KOHCY.HBTaI_II/ISI Bpada-qucToJiora ajisd
aHa/In3a U KOPpPECKUHUU AUCTOTCpalInn

He pexe | pas3a B rog
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KoHcynbTamus Bpava-rneguarpa ajis
OLIEHKH OOIIEr0 COCTOSHUS 3710POBBS U
OnpeAesiCHUs TAKTUKHU JaTbHEUIIeH
Tepanuu

1 pa3 B 6 Mecs1eB

Koncynpranus Bpada-kapauosiora u
KapAHOJIOrHYecKoe o0cieI0BaHue, AJis
CBOCBPEMEHHOTO BBISIBIICHUS W/WJIH
MOHUTOPUHIA KapAUOJIOTHUECKUX
W3MEHECHUU

110 ITIOKa3aHUusAM

Koncynpranus Bpadya-HeBpoJiora Jist
CBOCBPEMEHHOTO BBISIBIICHUS W/WJIH
MOHUTOPHHIa HEBPOJOTMYECKHUX
N3MEHECHHUH

He pexe 1 pa3a B rog

OcmoTp BpauoM-0(pTaIbMOIOTOM,
BKJTIOYAOIINI 00cie10BaHre TIa3HOTO
nHa (0 TAITBMOCKOIIHH )

He pexe 1 pas3a B 3 roga

KOHCYJ'ILTEII_II/IH Bpada-raCTpO3HTCPOJIOra

I10 MTOKa3aHUusAM

KoHcynbranus Bpadya-nicuxuarpa majis
OLICHKH IICUXUATPUYECKOr0 CTaryca

I10 ITIOKa3aHUusAIM

Koncynpranus Bpada-pusnorepaneBTa
JUIsl HA3HAYEHUS U [TPOBEICHUS
bu3noTEpaneBTUYECKUX MPOLEAYD

I10 MTOKa3aHUusAM

KOHCyJ'II)TaHI/ISI MECIHUIIMHCKOTO
MCUXO0JIOTa Uit OICHKHU U KOPPCKIIUN
IICHUXOJIOTHYECKOT0 COCTOSAHHUA U
OKa3aHHUs ICUXO0JI0THYEeCKOM oMo

O06s13aTenbHO IpU
OTKaze OT
JMEeTOTeparnuu,
ynotpeOaeHus
POAYKTOB
CHEeHATH3UPOBAHHOTO
NUTAHUS, a TAKXKe
BBICOKOTO PHCKa
notepu
MeTaboIMYECKOTo
KOHTPOJISI U TTOJTHOM
yTpaThl METUIIMHCKOTO

ITo HeoOxoaMMOCTH
OKa3bIBAETCS
MICUXOJIOTHYECKast
MTOMOIIIb TI0 BOTIPOCaM
KOMMYHHKAIIMH B
ceMbe U OOIIecTBeE,
npodecCuoHaTbHOM
OpI/IeHTaHI/II/I; JJI
MAIEHTOB KEHCKOTO
I10J1a JIOIOJIHUTEITLHO
TI0 BOTIPOCaM,
CBsA3aHHBIM C

HaOroAeHUs 06epeMEeHHOCTHIO
Ha3nauyenue jieueHust KommenTapuii
Juerorepanus (c 1enapio NpoUIakTUKA MTOKU3HEHHO

nospexaeHnit LIHC n ynydmenns
COLIMAJILHOW aJanTalnun)
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IIpuem cunTeTnueckoro anainora BH4
narueaTam ¢ BH4-nedunuraoit [DA, ¢
DAl -nedunurHOM ['DA,
YYBCTBUTEIHHON K CHHTETUYECKOMY
ananory BH4 ¢ uenbto npeaoTBpaTuTh
TSKEJIBIX HEBPOJIOTHYECKUX HAPYIICHHI

TTOXU3HCHHO

Haznauenue nonaMuHEpTrUYECKUX
MpenaparoB, MPeAIIeCTBEHHUKOB
CEpOTOHHHA C 1IeJIbI0 KOPPEKIIHH
AKCTpANUPAMUIHOTO CUHAPOMA

I10 ITOKa3aHUusAM

Hasznauenue npenapaToB KaJIbIUs U
BuTtamMuHa D U ero aHajoros

IIpru HAJIMYHUU OCTCOIICHUU

Ha3znauenue npenapaton
TPEXBAJIEHTHOTO JKeJe3a

IIPH HAJIMYUH JKele301e(PUIIMTHON aHeMUN

Hasznauenue npoTUBOIMUICHTHYECKUX
IpernapaToB

I[IpU HAINYHUU CYAOPOKHOI'0O CUHAPOMA

KoncynbTanms neBo4ex mogpocTKOBOTO
BO3pacTa 0 BOIIPOCY MJIAHUPOBAHUS
CEMbBH C LIETIBIO IPEIyNPEKICHUS
pOXIeHUS peOeHKa C "MaTEepUHCKON
OKVY"

- 10 IMTOKAa3aHUusAM

KoHcynbTranus »KeHIUH 110 BOIpOCy
IUTAHUPOBAHUS CEMBHU C 1IEJIBIO
OpeaynpexIeHUs] poXKAeHUs peOeHKa ¢
"MaTepuHckoir OKVY"

IIpY [JIAHUPOBAHUU
OepeMeHHOCTH

KoncynpTanms map, rmiaHupyOIIX
OepeMeHHOCTh, IPU YCIIOBUH, YTO
OyayIiye poaUTENH SBIISIOTCS
HOCHUTEJISIMU MAaTOT€HHBIX BAPHAHTOB

- 10 ITIOKa3aHUAM

JAuHaMu4yeckoe Ha0I0AeHNE B3POCabIX NanueHToB ¢ DA

Koncyabranum Bpaueii, 1adopaTopHbie U

HHCTPYMCHTAJIbHBIC UCC/ICI0OBAHUA,

18 aet u crapue

TEeCTHPOBAaHME U TePaNus MYKYHHBI H Bepemennbie ¢ ®AT-
HeOepeMeHHbIe .
nepuuutHoit DA
JKeHIIHHbI
He pexe 1 pa3s B 7 nneit B |
I paz B3 TPUMECTpPE
Mecdna He pexe 1 pa3 B 2 Henenu Bo
AHanu3 kpou Ha @A (yTpoMm HATOIIAK) 2-3 TpumecTpe
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AHanu3 kposHu nanueHTam ¢ 'DA ¢
MaKCHUMaJIbHbIM 3HaueHHeM ypoBHsa DA Ha
IPOTSKEHUM JUIMTEIbHOTO neproaa 360
MKMOJIB/JT (6 MI/ 1)

110 ITOKAa3aHUAM

HccnenoBanue obLero aHaaus3a KpoBu Jyis
OLICHKH OCHOBHBIX ITapaMeTPOB
KPOBETBOPEHHSI

He pexe 1 pas3a B roa

HccnenoBanue o0IIero aHaimu3a MOYH €
[EJTbIO BBISIBIICHUS JUCMETa00IUIeCKON
HedponaTuu

He pexe 1 pas3a B roa

HccnenoBanre OMOXUMUYECKOTO aHAIIN32
KPOBH OOIIETEPANIEBTHYECKOTO (COIepIKaHNe
TJIIOKO3EI, 00111ero 0enKa, OEIKOBBIX
dpakmuii, oo1ero oOmIupyonHa,
XO0JIECTEPUHA, TPUTIIUICPHUIOB,
JIUIIONPOTENJOB HU3KOU U BBICOKOHN
IJIOTHOCTH, IeJI0YHOM (hocharasbl,
KpeaTHHWHA, MOYCBUHBI,
ananuHaMuHOTpaHchepasbl (AJIT),
acmapraramuHoTpancdepassl (ACT),
KaJbIMs O0IIET0 U HOHU3UPOBAHHOTO,
HATpUs, Kalusi, Heopranuieckoro ¢ocdopa,
xKene3a, peppuTHHA) C LENbIO OL[EHKH
OaylaHca Ba)KHEHUIITUX HYTPUEHTOB IPU
TUETOTEPANNU, OLIEHKH KallblIHeBO-
dbochopHOro 0OMEHA, OLIEHKH COCTOSTHHS
MOYEK U NEYCHU

He pexe 1 pasza B ron

HccnenoBanne OMOXMMHUYIECKOTO aHAIHN3A
MouH ((ocdatel, OKcanaTel, ypaTbl) ¢ LEIbIO
OILIEHKH COCTOSIHUS TIOYEK, BBISIBIICHHS
nucMeTrabonndeckoit HedponaTuu,
KaJIbIIHYPUHU

He pexe 1 pasa B ron

ITpoBenena TanaeMHas Macc-
cnektpoMerpus nanueHtam ¢ ['OA c nensto
OIIpEIEICHUs COOTHOLIEHUS
beHnnanaHuHa/TUPO3UHA

He pexe 1 pa3a B rox

[TpoBeneHO uccnenoBaHNe yPOBHS INIFOKO3bI
U TJIMKHUPOBAHHOT'O FeMOTJI00MHA B KPOBU

MIPY HACTYIUICHUU
OepeMEeHHOCTH

UccnenoBanue ypoBHSI TOMOIIMCTENHA B
KpPOBU C LEbIO OIIEHKHU PUCKA PAa3BUTHS
CEepJICYHO-COCYIUCTHIX 3a00IeBaHUI

110 ITIOKa3aHUusAM
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DOxokapauorpadus npu u3mMeHeHusx Ha DKI'

110 ITOKAa3aHUAM

12-xanansuas OKI 11 BeISBIIEHUS

JMCMETAa00INIEeCKUX HapyIIEHHH B
MHUOKapJie He pexe 1 pas3a B roa

MPT ronoBHOro Mo3ra npu HaJu4yuu

HEBPOJOTUYECKOM CUMIITOMATUKHU
10 MTOKa3aHUSM

O0I" u D3I'-MOHUTOPUHT NIPU HATUYUU

HeBpOHOFHHGCKOﬁ CHUMIITOMAaTHKHU
110 ITOKAa3aHUAM

Y3U opranoB OpIONTHOW MOJIOCTH U TIOYEK
JUTSL BBISIBIICHHSI TUCMETA00IMISCKIX
Hedponatuii, HepoKaTbIIMHO3A,
U3MEHEHHI CO CTOPOHBI IIEYCHU U
NOJ/DKEITYA0YHOH JKene3bl Ha (poHe
BBICOKOOEJIKOBO TUETHI

He pexe 1 paza B rox

HccnenoBanne MUHEPaAJIbHOM MJIOTHOCTH
KOCTHOW TKaHU - IEHCUTOMETPHUS U1

JIMarHOCTUKU OCTEOII0PO3a U €ro IO IIOKa3aHUAM
npopHIaKTUKU

[TpoBenenune peHTreHorpaduu KUcTu pyK
JIETSM, UMEIOLIUM 3aJIepKKY (pru3nueckoro
Pa3BUTHS U TIOJIOBOTO Pa3BUTHS IS 10 TOKa3aHUsIM
OIpeZeNIEeHUs] KOCTHOIO BO3pacTa n
KaJblreBo-pocopHoro ooOMeHa

IIpoBenEeHO NOMOIHUTEIBLHOE KCIIEPTHOE
YJIBTPa3ByKOBOE HCCIEIOBAHUE TUIOAA
xeHuuHaM ¢ '@A npu 6epeMeHHOCTH C -
L[EJIbI0 UCKIIFOYEHUS BPOKIECHHBIX aHOMAaIUI
pa3BUTHA IUIOJA

Ha cpoke 15-16 n
25-26 Henenb OEPeMEHHOCTH

KoHcynpTanus Bpaya-reHeTuKa
(Ha3HaUeHUE U KOPPEKIUs TUEeTOTepanuu,
OCYIIECTBIICHUE KOHTPOJIA 3a
aJIEKBaTHOCTBIO €€ MTPOBEJICHUS)

1 paz3B3

He pexe | paza B Mecs
MecsIa p p 1

He pexe 1 paza
KoHcynbTanus Bpaua-guerosiora s p p 10 TTOKA3AHMSIM

aHaJIM3a U KOPPEKIIMU TUETOTEPATIHH B TOA
KoHcynbTanus Bpaya-Tepanesra Jis OLEHKU Lle)(?;uBes 10 TTOKA3AHMSIM

00I11er0 COCTOSIHUS 370POBBS U
ONpeAeNICHUs TAKTUKHU JaJbHENUIIIeH Tepanuu
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KoHcynpTamus Bpaya-kapauosiaora u
KapAHOJIOTHIECKOe 00CIeIOBaHUE, IS
CBOEBPEMEHHOT'O BBISBIICHHS W/WITH
MOHUTOPUHTA KAPIUOJIOTHUECKUX
W3MCHCHHIA:

110 IIOKa3aHUusAM

Dxokapauorpadus npu uamMeHeHusx Ha DKI'

110 IIOKa3aHUusAM

12-xanansuas OKI 1t BEISBIIEHUSA
JTMCMETa00JIMYECKUX HApYyIICHUH B
MHUOKape

He pexe | paza B rog

KOHC}/J’IBTaHI/IH Bpada-HCBpOJIOora ajis
CBOCBPCMCHHOI'O BBISIBJICHUSA W/WIIH
MOHHUTOPHUHI'a HCBPOJIOTHYCCKUX W3MEHEHHM

110 IIOKa3aHUusIM

OcmoTp BpauoM-0(pTaIbMOIOTOM,
BKJTIOYAIOIIMI 00CieI0BaHNE TI1a3HOTO THA
(orambMOCKOIHH) € 1IETBIO BBISBICHUS
TJIA3HOM MATOJIOTHU M HEBPOJIOTHYECKOTO
craryca

He pexe 1 paza B 3 rona

Koncynpramus Bpaga-racTpo’HTepoOIora

110 IIOKa3aHusAIM

Koncynpranus Bpaua-nicuxuarpa Jyis
OLICHKH IICUXNATPUYECKOTr0 cTaTyca

110 ITOKAa3aHUAM

KOHCYHBT&HI/IFI Bpa‘la'(bl/l?»I/IOTepaHeBTa JJIsA
Ha3HA4YCHUSA U IIPOBCACHUA
(1)I/I3I/IOTepaHeBTI/I‘-ICCKI/IX nmpoucayp

0 MOKa3aHUsIM (3a00JIeBaHUs CyCTABOB, PAXUT,
HapylIeHUs KaibI[ueBo-GhochopHOTo 0OMEHa)

KoHcynbTanus MEIUIMHCKOro MCuxoora
JUJIsL OUEHKU U KOPPEKIIUU
TICUXOJOTHYECKOTO COCTOSTHHS 1 OKa3aHHUs
TICUXOJOTHYECKOI ITOMOIITH

ITo HE06X0AMMOCTH OKa3bIBAETCS
MICUXOJIOTHYECKasi TTOMOIIb 110 BOIIPOCaM
KOMMYHHKAIMHU B CEMbE U OOIIECTBE,
npoecCHOHATbHON OPUEHTALNH; IS
MAIMEHTOB KEHCKOTO TI0J1a JOMOTHUTEIHHO 110
BOIIPOCAM, CBA3aHHBIM C O€PEMEHHOCTHIO
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MPT ronoBHOro Mo3ra npu HaJu4duu
HEBPOJOTUYECKOM CUMIITOMATUKHU

110 IIOKa3aHUusAM

O3I'-MOHUTOPUHT IPU HATUYUHU
HEBPOJOTUYECKOM CUMIITOMATUKHU

110 IIOKa3aHUusAM

Y3U opranoB OpIONTHON MOJIOCTH U TIOYEK
JUISL BBISIBIICHHS AUCMETA00TMUECKIX
Hedponatuii, HehpOKaIHIIMHO3A,
U3MEHEHHI CO CTOPOHBI IIEYEHU U
NOJDKETYA0YHOM JKene3bl Ha poHe
BBICOKOOEGIIKOBOW JUETHI

1 pa3 BTOZ

HccnenoBanre MUHEPaJIbHOM INIOTHOCTH
KOCTHOW TKaHU - IEHCUTOMETPHUS JIIst
JMarHOCTUKU OCTEOIIOPO3a U €ro
npoUIaKTUKU

110 IIOKa3aHUusAIM

[IpoBenenue peHTreHOrpapuu KHCTH PyK
JETSIM, IMCIOIIIUM 33JICPKKY (PU3NIECKOTO
Pa3BUTHSI U TIOJIOBOTO Pa3BUTHS IS
OTIpeIeNIeHUs] KOCTHOTO BO3pacTa 1
KanblreBo-pocdopHoro ooMena

110 IIOKa3aHUusAIM

KoHcynbTranus »KeHIUH 110 BOIpoCcy
IUTAHUPOBAHUS CEMbBH C 1IEJIBIO
OpeayHnpexIeHUs pOXKACHUS peOeHKa ¢
"mMaTepuHckoi OKVY"

npu -
TUTAHHPOBAHUH
OepeMEeHHOCTH

KoHcynpTanus nap, miaHupyrommx
OepeMeHHOCTh, IPU YCIOBUH, YTO OyIylue
POJUTEINH SIBISAIOTCS HOCUTEISIMU MyTalluu

110 ITIOKa3aHUusAM -

Ha3na4yenue JieyeHust KomMmeHnTapui
Huerorepanus MMOKU3HEHHO
Haznauenue cunreTndeckoro anaiora BH4 MMOKU3HEHHO

narueHTam ¢ BH4-nedunutnoit DA, ¢
OATl-peduuutHOl 'DA, 4yBCTBUTENBHOM K
cuHTeTnueckoMy a"ainory BH, ¢ nensro
MIPEIOTBPATUTD TSKEIIBIC HEBPOJIOTHICCKHE
HapyLIEHUsI.

HaznaueHue nonaMuHEPTUYECKUX
IIPenapaToB, IPEIIIECTBEHHUKOB
CEpOTOHMHA C LIEIbI0 KOPPEKLIUU
AKCTPANMPAMUAHOIO CUHAPOMA

110 ITIOKa3aHUusAM

Ha3znauenue npenapaToB KanbLUs U
putamMuHa D U ero aHajoros

IIpU HAJIMYHUU OCTCOIICHUN
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Haznauenme ImpenapaToB TPEXBAJICHTHOI'O
KEIc3a

[IPY HAJIMYWU KeJIe30¢PUITUTHON aHEMHUH

Hasznauenue npoTUBOIMUICHTHYECKUX
penapaToB

IIPU HATMYUHU CYJIOPO’KHOIO CUHApPOMa
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Hpuioxenue I'1-I'N. HHIkajbl oieHKH, BONPOCHUKHU U IPyrue OLeHOYHbIEe
HHCTPYMEHTBI COCTOSIHUSA MALMEHTA, IPUBEICHHbIC B KINMHUYECKHUX

PEKOMECHIALUAX
Ipunoxenne I'l. Knuanyeckas knaccupukanus 'PA B 3aBucumoctu ot ypoBHsi DA B

KPOBH 10 J€YCHUA

HaszBanue Ha pycckom si3bike: Kimmnndeckas kinaccudukamus @A B 3aBUCUMOCTH OT YPOBHSA
DA B KpOBH JI0 JICUCHUS

OpuruHanbHOE Ha3BaHUE:

Hcrounuk: Blau N., Burton B.K., Thony B. et al. Phenylketonuria and BH, Deficiencies// 1st
edition-Bremen:UNI-MED. 2010. 94P

Turm: mkanaa oueHKH

Haznauenwue: onpenenenue Gopmbl 3a007€BaHUS B 3aBUCUMOCTH OT YpoBHA DA

Conepxanue:
Yposenr ®A
dopma 3ab0s1eBaHUS B CBIBOPOTKE KpOBH™*
MKMOJIB/TI MI/ 1
Jlerkas T DA 120-360 2-6
YMmepennas [[OA 360-1200 6-20
Tsoxenas TOA >1200 >20

[Tpumeuanue: **- ko3 dunmeHT nepecuera MKMOIIb/I B Mr/ai paseH 60 [33].

Kirou: cogepxurcs B camoil mkaie
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