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Cnmcok cokpameHui
['®A — runepdenmnananuHeMust
3BYP— 3anepkka BHyTpHYTPOOHOTO Pa3BUTHS
MI'K — Menuko-reHeTnyecKas KOHCYJIbTalus
MPT — MarHuTHO-pe30HaHCHAs TOMOTrpadus
VY3U — ynbTpa3ByKOBOE UCCIEAOBAHUE
DAl — depmeHT PeHnTaTaHMHTHIPOKCHIIa3a
OKVY — ¢enunnkeronypus
DA — pennnananun
30" — snektposHuedanorpadus
AdGTPCH (autosomal dominant guanosine triphosphate cyclohydrolase) — ayrocomHo-
JOMUHAHTHBINA Ae(PUINT ryaHO3UHTPH(POCHAT-IUKIOTHAPOIa3HI |
ArGTPCH (autosomal recessive guanosine triphosphate cyclohydrolase) — ayrocomHo-
perieccuBHbIN AeUIUT ryaHO3UHTpUdOChaT-IMKIOrHIpoassl |
BH4 (tetrahydrobiopterin) — xodakTop TeTparuipoOuonTeprH
DHPR (dihydropteridine reductase) — epMeHT quUrHAPONTEPUANHPETYKTA3a
GTPCH (guanosine triphosphate cyclohydrolase) — dbepmeHT
ryaHO3HHTpH(OCHATIHKIOTHIpOIa3a
OMIM (online mendelian inheritance of man) — snekTpoHHas 6a3a MaHHBIX «MeEHENIEeBCKOE
HacJIe/IOBaHKE y YelIOBEeKa
PAH (phenylalanine hydroxylase) — ren, koaupyromuit GepMeHT (eHUTaATaHUHTHIPOKCHIIA3y
PCBD  (pterin-4-alpha-carbinolamine  dehydratase) @—  depment  nrepun-4-anbda-
KapOMHOJaMHUHIETHApaTasa
PTPS (6-pyruvoyl tetrahydropterin synthase) — ¢epMeHT 6-MUPYBOMI-TETPArUIPONTEPHH
CHHTa3a
SR (sepiapterin reductase) — dhepMeHT cenuanTepuHpeayKTas3a
"~ — npemapar BXOJWT B TEPEUEHDb JKM3HEHHO HEOOXOAMMBIX M BAKHEHIINX JIEKAPCTBEHHBIX
npenapatoB (Pacnopspkenue IlpaBurenscta PO ot 12.10.2019 Ne 2406-p «OO6 yTBepkIeHHH
MepeyHs KU3HEHHO HEOOXOAMMBIX M BaXHEMIIMX JIeKapCTBEHHBIX mMpemapaToB Ha 2020 ron, a
TaKXKe TepeYHel JIEKapCTBEHHBIX IMPErapaTroB Ui MEAWIUHCKOTO TIPUMEHEHUS H
MUHHMAaJIbHOIO aCCOPTUMEHTA JIEKApCTBEHHBIX IpenapaToB, HEOOXOAUMBIX JJs OKa3aHUs

MEIUITUHCKON MOMOIITH



TepMuHBI U onpeaeJeHUs

I'unepdenunaiannneMusi — Tpynna ayTOCOMHO-PEIECCHBHBIX  3a00JIeBaHUM,
OOyCIIOBJICHHBIX ~ HapylIeHHeM OOMEHa HEe3aMEHHMOW aMHUHOKHUCIOTHI  (DeHUIIaIaHWHA,
MOCTYIAIOIICH B OPraHU3M YeJIOBEKa C OCITKOBOM MUIIEH.

«Matepunckasi GeHHJIKEeTOHYPHUsI» — dMOpHodeTonaTus, pa3BUBAIOIIAICS y IJI0/1a B
pe3ynbTaTe BO3JCHCTBUS MPOAYKTOB AHOMAIBHOTO MeTaboiiM3Ma OepeMEHHOH JKEHIIMHBI C
(EHWIKETOHYpPUEH MPU OTCYTCTBHH JTUETHIECKOTO JICUCHHUS.

HeoHaTajJbHbIii CKPUMHHUHT — MEIUIIMHCKAS THArHOCTHYECKAsT TEXHOJOTHSI CIUIONTHOTO
0e3BBIOOPOYHOrO  JTAOOPATOPHOTO OOCIEOBAaHUS BCEX HOBOPOXKICHHBIX HAa HEKOTOpPHIC
3a00yieBaHNs OOMEHA BEIIECTB, MPU3BaHHAS 00ECIICYNTh CBOCBPEMEHHOE BBISBICHUE W HAYaJO

JIeueHUs OOJBHBIX I[CTCI\/JI C ICJIBIO MPEAOTBPAICHUA UX WHBAJIMU3alluH.



1. KpaTrkast unpopmanus no 3a00,1eBAHUIO0 WIN COCTOSIHUIO (Tpyme

3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Omnpeneaenne 3a00eBaHUSI WJINH COCTOSHHUS (rpynnbl 3a00J1eBaAHUH  WJIH

COCTOSTHMI)

l'unepdenmnananuieMun  —  TpyOma  ayTOCOMHO-PELIECCHBHBIX  3a00JIeBaHUIHA,

OOYCIIOBJICHHBIX HapylIeHHeM OOMeHa He3aMEHHUMOW aMUHOKHCIOTH (eHmnananuna (DA),
MOCTYIAIOIICH B OpraHuW3M d4ejioBeka ¢ Oenkopoi mwumen. ['mnepdenunanannaemun (I'DA)
00BEAMHSIIOT HECKOJIBKO TEHETUYECKH TeTepOreHHbIX GopM HapyieHuit oomeHa @A, cXOIHBIX
10 KJIMHUYECKUM TMpH3HAaKaM: (DEHWIKETOHYpHS W HapyIIeHHs oOMEeHa TeTparuapoOHoNTeprHHa
[2, 16].

Oenunkeronypuss (OKY) — runepdenunananunemuss (I'@A), oOycnoBieHHas
HEJOCTAaTOYHOCTHIO aKTUBHOCTH (penunananunruapokcmnassl (DPAIY) u  mnpuBoasmias K
HaKOILJICHHIO B opranusme @A u npoaykToB ero merabonusma [16, 17, 33].

Hapymenust oOmena terparugpoouontepuna (BHs-nepunurnas '®A) — rereporennas
rpynna '@ A-cocTossHMiA, BRI3BAHHBIX E(DUIIUTOM OJHOTO U3 (EPMEHTOB, YYaCTBYIOIINX B LIETIH

OMOXHMMHUYECKHX MpeBpaleHuii Terparuapoornonrepuna (BHy) [16,17, 34, 35].

1.2 DTHOJOrudg M maroreHe3 3a00JeBaHud HJIH COCTOAHUA (rpvonbl 3a00J1eBaAHU

HJIN COCTOSTHHWM)

B HOopMe B opranusMe uenoBeKka OCHOBHOE KoinuecTBO (DA yTunm3upyercs nyTem
MPEBpAIICHHUS] €r0 B THPO3WH, KOTOPHIA B CBOIO OYEpEIh CIYXKHUT CyOCTpaToM Jisi CHHTE3a
OMOTEHHBIX AMHUHOB M MelaHuHa. JIuie HeOobioe KonrndecTBo DA UCTIONB3yeTCs ISl CHHTE3a
oenka. IIpeBpamenue L-dpenunananvna B L-TUpO3UH OCYIIECTBIAETCS C MOMOIIBIO epMeHTa

QAT (puc.l).
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Puc. 1. Peaknusa (1) — mpeoOpa3oBaHue ¢eHWIATaHMHA B THUPO3HH TOJ JCHCTBHEM
beHnnanaHMHIuIPOKCUIIa3bl; peakius (2) — Terparuapoduonteput (B mpucyrcrsuu Fe2+) mox
neiicteueM  epMeHTa  TUTHIPOOMONTEPUHPEAYKTa3bl  OKHCISETCS  J10  0Opa3oBaHUs
JTUTUAPOOUOTITEpUHA.

B ocnoBe martoreneza I'®A nexur OsokupoBaHue ruapokcuianpoBanus DA u
IIpEBpALIEHMs] €r0 B TUPO3UH. IpsIMBIM Cl€ICTBHEM 3TOr0 HapyLIEHUs SIBJSIOTCS HAKOIUIEHHUE
@A B opranuzMe U cHWXKeHHe oOpa3oBaHMs Tupo3uHa. IIpu BbicOkMX KoHUeHTpauusx DA
OPOMCXOMUT AaKTUBAaLUS aJbTEPHATHBHBIX IyTed ero wmeraboiu3smMa ¢ 00pa3oBaHUEM
denunnupysara, (QeHunanerara, (EHWUIAKTaTa M JPYTUX IPOU3BOAHBIX, OKAa3bIBAIOLINX
TOKCHYECKHU APPEKT Ha pa3IruHble Opranbl u Tkanu [16, 17].

B HauOonbuiel cTeneHu cTpajaloT CTPYKTYphI IieHTpanbHON HepBHOU cucteMbl (LITHC).
[ToBpexxieHne TONOBHOrO Mo3ra cBA3aHo ¢ 3ddexkramu u3dbiTka DA:  gucbGanaHcoMm
AMHHOKHUCIIOT B TKaHSIX MO3ra, 00yCJIOBJICHHBIM TOPMOXKEHHEM HX BCACBIBAHUS B JKEIYI0YHO-
KHUIIEYHOM TpPaKTe WM HapylleHHeM peadcopOIuM M3 IOYEYHBIX KaHAJIbLEB B YCIOBUAX
n30bITOUHOTO coepkanusg DA B )KUIKUX cpefax OpraHu3Ma, HEOOXOAUMBIX /I CUHTE3a OelKa,
HapyleHHueM OO0pa30BaHUS WM CTaOMIIM3AlMK MOJUPUOOCOM, CHHKEHHEM CHHTE3a MHUENMHa,
HOpAJpEHAIMHA U CEPOTOHMHA, WIPAIOIIMX MCKIIOUHUTENBHO BaXXHYIO POJIb B CO3PEBAHUU U
dyuxmonuposanuu [THC [14, 16, 17].

@A sBisieTcs KOHKYPEHTHBIM HHTHOMTOPOM THPO3MHA3bl — KIIOUYEBOTrO (hepMeHTa
CHUHTE3a MejaHuHa. biiokaga 3TOro ImyTH, Hapsay C YMEHBIIEHHUEM JOCTYINHOCTH THUPO3HHA,
NpeIIeCTBeHHUKA MEIaHHHA, TPUBOIUT K TUIIONTUTMEHTAIIMU BOJIOC U KOXH [3].

AxtuBHOocTh (Qepmenta DAL 3aBuUCHUT OT Tpex OCHOBHBIX KodakTopoB: DAI-
crumymupytoniero Oenka (DAI'C), Tterparugpoduontepuna (BHs4) w  MomexynspHoro

kucinoponaa. Gynxiust BH4 3akmogaercs B crabMIn3aiy Y4eTBEPTUYHON CTPYKTYpPHI ((oJAuHTE)



DAl u apyrux ¢GepMeHTOB, yYaCTBYIOIIUX B THUIPOKCHUIMPOBAHMHM THPO3MHA, TPUNTO(aHA,

aprunusa (Puc. 2).
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Puc. 2. Pomp TterparuapobuonTepuHa B THAPOKCHJIMPOBAHMM  apOMaTHYECKHX
AMUHOKHCIIOT.

1.3 DnuaeMuoJorusg 3a00JeBaHUs WU COCTOSAHHA (rpvonbl 32a00JeBaHUN WU

COCTOSIHUM)

Yacrora DA cpean HaCCJICHUA IINIAHCTBI 3HAYUTCIIBHO BAPBUPYCT B 3aBUCUMOCTU OT

nonymsituu: oT 1:4370 B Typuun go 1:80500 B Anonun. Hambonbiias pacrnpocTpaHEHHOCTh
3a0osieBaHre OTMEUYeHa cpenu eBporeouaHoi pacel [3-5]. Mo manHbiM EBpomnelickux meHTpOB
ckpuHuHra I'@A, yactota 3ab0seBaHUS B BOCTOYHO-EBPOMEWCKOIN MOIMYJSAIMM BBILIE, YeM B
NOMyJSINMSX 3amaza W roro-zanaga Esponel. B Upnanauu vacrora '@A cocrasiser 1:4500
1:7300, B Utanmuu 1:12280, I'pennu 1:18640 [5]. B CrkanaunaBckux momysinusx yacrora [ GA
UCKJTFOUUTENILHO HU3Ka, 0c00eHHO B @urisauu 1:71000 u seruu 1:43230 [4, 5].

B Poccun no naHHBIM HEOHaTallbHOrO CKpuHHMHTra yactora I'@A cocraaser 1:7000 u
KoJsiebneTcst B pa3auuHbIX pernoHax ot 1:4735 B Kypckoii obmactu 1o 1:18000 B PecmyOmnuke
TriBa. B Cankrt-IlerepOypre uactora @A 1:7600, B Mockse 1:5600. ®ATl'-nepunutnas 'OA
BesiBIIsIeTCS B 97-98% cnyuaeB. BHg-medpumurasie I'dDA cocrasmstor 1-3% cioydaes,

BBISABJICHHBIX B XO0JI€ HCOHATAJIbBHOI'O CKPUHHHTA [8]



1.4 Oco0eHHOCTH KOAWPOBAHHS 3200JIeBAHMS WJIH COCTOAHHMS (IPYNIBLI

3a00JeBaHMIl MM COCTOAHMIT) 1m0 MeKAVHAPOAHO cTATHCTHYECKOH KjaaccupuKanumu

00JIe3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

E70.0 Knaccuueckas peHUIKETOHYpUS

E70.1 Ipyrue Buabl runepdeHmIaIaHiHEMUT

Kommenrapun: « wiaccuueckoir ¢enunkeronypun (E70.0) otnocarcs T DA,
OoOyCJIOBJIECHHbIE  NIATOr€HHBIMU  BapuanTamu B re’e PAH. K  apyrum  Bugam

runeppennnananuaemun (E70.1) - BH4-nedunurasie ['OA.

1.5 Kuaccudbukanusi 3a00JdeBaHUs MM COCTOSIHMS (TpPyninbl 3a00J1€eBAaHUI WU

COCTOSIHU)

CymectByeT HeckoibKo MmoaxonoB K kinaccupukanuu ['OA. Beinensior @AIl-3aBucumyro u

OAT-nHe3aBucumMyto ¢popmbel ['DA. B 3aBUCUMOCTH OT TSKECTH U MAaKCUMaJIbHOW KOHIIEHTPALIUU
®A B KpOBU O JIEUEHHUs IIOCIE YCTAHOBKHM KIMHMYECKOTO JIMarHo3a WIM CKpPUHHUHIA
HOBOPOXJICHHOTO BBIACISIFOT JIETKYIO, yMepeHHYyt0 min Tsokenyto Gopmbl DA ([Ipunoxenne
I1).

Jlerkass ¢opma I'DA Tpebyer HabOmofeHuss u mnpoBeAcHHs auddepeHIHaTbLHOMN
nuarHocTuku. CTpororo aMeThdyeckoro JyedeHus npu 3toi ¢popme ['DA, xak mpaBuio, He
HazHayvawoT. [larmuentsr ¢ snerkoir Gopmoit DA nomKHBI HAXOAUTHCS TOJ CHUCTEMATHUYECKUM
HaOJII0ICHHEM Bpava ¢ KoHTpoJieM ypoBHs DA kposu [3, 16, 42].

VYmepennas gopma ['A noapasymeBaeT coxpaHeHHE YaCTUYHOM akKTMBHOCTH (pepmMeHTa
OAT, tpebyer cobmroneHuss runoeHuIalIaHnHOBOM TUETHI, a TaKXKe MPOBEICHUS TecTa Ha
YyBCTBUTEIBLHOCTh K CHHTETHYECKOMY aHAJIOTY TeTparuapoouontepuHa — Campontepuny** c
IeJIbIO €r0 Ha3HAYCHHS COBMECTHO C IMITO(eHUIAIaHMHOBO# quetoi [16, 28].

Tsoxenas popma 'DA oOycnoBineHa MUHUMAaIbHON akTUBHOCTBIO (pepmenta DAI'. Ona
TpeOyeT coOI0AeHNs CTPOrol runopeHUIaIaHMHOBON JMEThl, @ B HEKOTOPBIX Cilydasx (mocie
OIIpE/ICTICHUS] TEHOTHUIA) TIPOBEACHUS TeCTa HAa YYBCTBUTEIBHOCTh K canmponTepuHy** (kom 1o
ATX A16AX07) c¢ 1enbio BBISABICHUS TMOTEHIIUATLHON UYYBCTBUTEIBHOCTH TIAIMEHTA K

KO(aKTOPHOH Teparnuu.

Ha ocHOBe naHHBIX MOJIEKYJISPHO-TEHETUYECKMX HCCIEeNOBaHUK Oblla  co37aHa
coBpeMeHHas kinaccuukanus ['DA, koropas oOTpakaeT 3THONATOreHe3 3a00JeBaHUs
(ITpunoxenune I'2) [6-13].

Oenunkeronypus (runepenunananemus DAI-nebunurtHas) obycnoieHa nedeKToM

depmenta ¢enmnananuHruapokcunasbl (PAI), npeobpasyromero @A B TUPO3UH MPHU y4aCTUU
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ko(akropa u manepona BH,. Hapymenne pa6oret @AD" mpoucxoauT B pe3yibTaTe MyTaluid B
rene PAH, pacnionaratomemcs B peruone 12q22-q24.2. Jlanaas Ho30J0THA sABJsieTCs Hanboee
pacripocTpaneHHO# popmoit u BcTpedaeTcs B 98% Bcex ciyuaes ['DA [6, 7].

B Hactosimiee BpemMsi M3BECTHO HECKOJIBKO TI'€HETHYEeCKH rereporeHHnix (opm BHs—
nedunutHbIx ['DA (ycrapeBmiee Ha3BaHue «atunuvHas DKYy):

1. BH;—nepunuraas T['PA (tum  A) o0OycloBiieHA HEIOCTATOYHOCTBIO  6-
nupyBowiTeTparyapontepuicunrassl - (PTPS),  ywactByromedi B mpolecce  CHHTE3a
TeTparuApoOuonTepruHa U3 Iuruaponeontepud tpudocdara. 3adoneBanre BbI3BAHO MyTaluen
CTPYKTYPHOTO reHa PTS LIUTO30JIbHOM 6-MIUPYBOMIITETPAruAPONTEPUHCHUHTASI,
COMpOBOXKAAeTCS (PepMEHTATUBHOW HeMocTarouHOCThi0 PTPS B medenn m spurpommrax. ['eH
PTS pacnionoskeH Ha JUIMHHOM TUIede XpoMocombl 11, B paiione q22.3-23.3 [6, 7, 9, 34, 35].

2. BHs—nepunurnas @A (tun B) oOycnoBrieHa HeIOCTATOYHOCTHIO TYaHO3UHTPH -
docharuuxnoruaponassl 1 (GTPCH), koTopas pyHKIMOHUPYET Ha HauyaldbHBIX dTanax CHHTE3a
BH4, mnpeoOpasys ryaHo3un S'—tpudochar B auruaponeontepuHTpudochar. DepmeHT
KoHTpoaupyercs reHoM GCHI, mokann3oBaHHBIM Ha JUIMHHOM IUIEYEe XPOMOCOMEI 14, B pernone
14922.2 [6, 7, 9, 34, 35].

3. BHs—nepunutnas I'OA (tun C) oOycrnoBieHa AePUIMTOM TUTUIPONTEPHU-
muHpenykrasel (DHPR), koTtopas kouTponupyet BocctanoBienue BH4 u3 nuruapobuonrepuna,
obecrieunBasi €ro peakTUBaIMiO. 3aboneBaHue BbI3BaHO Myramnueid reHa QDPR, kotopsrii
pacmosiokeH Ha KOPOTKOM IjIede XpoMocoMsl 4, B peruone 4p15.3 [6, 7, 9, 34, 35].

4, BHs;—nepunutnas ['PA (tunm D) oOycnoBrnena nedpuuutoM mnTepuH-4-o-
kapOunomamunaeruaparazsl (PCD), kotopass Takke ydacTByeT B BoccTaHoBlieHMH BHj.
®epmenT koaupyercss reHom PCBD, nmokain30BaHHOM Ha JUIMHHOM IUIeYe XpomMocombl 10, B
paiione 10922.1 [6, 7, 9, 34, 35].

S. JNODA-3aBuCcHMasi AUCTOHHUS, O0YCIIOBIIEHA IEPUIIUTOM CEemUanTepUHPeTyKTa3bl
(SPR), ycnoBHo BxoauT B rpynny ['®A, tak npu 3ToM 3a00jieBaHUN OOBIYHO HE HaOJIOaeTCs
noBbIIeHUs ypoBHS DA B kpoBu. TeM He MeHee, ypoBeHb DA MOBBIIIAETCS B TOJOBHOM MO3Tre
HalMeHTa, 4YTo oOyCIaBIMBACT pa3BUTHE KIMHUUECKOW KApTHHBI, CXOAHON ¢ npyrumu BH4-—
nepuuutHeiMu ['@A. 3aboseBaHue CBS3aHO C HEJOCTATOYHOCTHIO (epmeHTa SPR, KOTOpBIii
INIPUHUMAET  ydacTMe B  3aKJIIOYUTENbHOM  Jrame  cuHTe3a  BHy.  AxtmBHOCTB
cemManTepuHpeyKTa3bl KoaupyeT reH SPR, pacronoskeHHbIH Ha JUTMHHOM TIEYe XPOMOCOMBI 2,
B peruone 2q13.2 [6-8].

6. T'mnepdenmnananuHemus O0e3 npepuIUTa TETparuApoOHONTEpUHA O0O0YCIIOBIEHA

mytausiMu B rene DNAJC12, koaupytromem Oenok JDP1. bBenok JDP1 BbimonHsieT QyHKIUIO
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cxoxyio ¢ BH4 — sBnsercs mamepoHoMm it ()EpPMEHTOB, y4YacTBYIOIIUX B MeETa0OM3Me
HelipoTpancMutTepoB U Gonaunre pepmenta GAIL. Takum obpaszom, nedext rena DNAJC12

NPUBOJINT K pa3BuTHIO eHoTumna cxoxero ¢ BH4—nepuuurasivu 'OA [6-8].

1.6 Kianaudeckass KapTHHA 3200J1eBaHUs] MJIM cOCTOSIHMS (rpynnbl 3a00J1eBaHUM

HJIN COCTOSTHH)

Kiaunnyeckue ocobennoctu ®AIl'-nepuunthoi 'PA (knaccnueckoii PKY)

Knunaudeckue mposiBiieHUs: 3a00JI€BaHMs 3aBUCIT OT CPOKOB Hayalla Tepalvu, TSKECTH
MYTaIlMOHHOTO TIOBpekaeHue ¢epmenra.  bes sddexkruBHON Tepanmuu y OOJBIIMHCTBA
ManueHToB ¢ TspkenbiM nedunuroM DAI, m3BecTHBIM Kak kiaccuueckas KV, paspuBaercs
TSOKETIO€ TIOpaKEHHWE HEPBHOM CHUCTEMBbI, TPH CBOEBPEMEHHOM Hauaje Tepalmuu €cTh

BO3MOXKHOCTh N30€)KaTh BBIPAKCHHBIX KIMHUYECKUX MPOSBICHUI Oosie3nu [21].

IManuenTsl ¢ Tskesa0i DA (kiaaccuyeckoid PKY) 6e3 repanuu

B nepBeie Henenu xu3Hu et ¢ @A BeINISIAT 310poBbiME. MaHudecTarus 001e3Hu
MPOUCXOAUT B BO3pacTe 2—6 MecsIeB NpH OTCYTCTBUM AUETOTEPAINMU, OTMEUYAETCs BSJIOCTD,
OTCYTCTBHE/TIOTEps] HMHTEpeca K  OKpYXalolleMy, HHOrJAa HaoOOpOT, TOBBIIICHHAS
pa3apaXKUTENbHOCTh, 0ECIIOKOMCTBO, TUIIEPTOHYC MBIIIIL, TUIeppedIeKCcHs, 3K3eMaTO3Has ChIIIb.
XapakTepeH «MBIIIMHBINA 3amax» I1oTa W MOYM, KOTOPBIH OOBSCHAETCS BBIACICHUEM
dbenunanerara, ¢eHunnupyBara. Bo BTOpoM moayroauu >KW3HU HAOJIIOJAETCS perpecc B
MOTOPHOM U TICUXOPE€YEBOM Pa3BUTHUU: JETH IMEPECTAIOT pearupoBaTh Ha OOPAICHHYIO Peub,
y3HaBaTh MaTh, HE (UKCUPYIOT B3I W HE pearupyoT Ha spKHe UIPYLIKHA, He
MEePEBOPAYNBAIOTCS HA KUBOT, HE CUAAT. DU3MUECKOE pa3BUTHE HAPYIIICHO B MEHBIIIEH CTENEHH,
OJIHAKO, BBIABIISIETCSI HEKOTOPOE YMEHBIIIEHUE OKPY>KHOCTH TOJIOBBI MJIU JakKe MUKpoledaus,
Oonee mo3gHEe Mpope3biBaHUE 3y0OB. Y OONBIIMHCTBA HENEYEHBIX NETe CBETIhIE BOJIOCHI,
ronyOeie ria3a. Koka TOYTH TONHOCTHIO JIHMIIEHA MeEJaHMHA ¥ UMEET TOBBIIICHHYIO
YyBCTBUTEIHLHOCTh K MHCOJISIIIUM M TPaBMaM, TIO3TOMY HEPEAKO HAOIOAI0TCS TKETas dK3eMa,
JIepMaTHUT, POJTUKYISIPHBIA KepaTo3, MOBBIIICHHAS] CKIIOHHOCTh K THOMHUYKOBBIM MH(EKITHSIM.

[Ipy otcyrcTBHHM JeueHHUS pa3BUBAETCS TsDKeNas yMCTBeHHas oTcTtanocTh (IQ<50).
ONUIeNTHYECKUe TPUCTYIBI IO THUITY «CaJaaMOBBIX» TPHUIMAIKOB, «KUBKOB», a0OCAHCOB
BcTpevaroTcss vy 50% OONBHBIX, OHM PE3UCTEHTHBI K MPOTHBOCYIOPOKHOW TEparuu.
DNWIENTUYECKYI0 aKTUBHOCTh TIPH TIPOBEICHUH dJIEKTpodHIehamorpadun perucTpupyroT y 85—
90% OGonbHBIX. BO3MOXKHBI U IpyTHe HEBPOJIOTHYECKHE PACCTPOICTBA — aTaKCHsl, TUIIEPKHHE3HI,
TPEMOpP pYyK, Hape3bl MO IEHTPAJbHOMY THIY, YTO CBSI3aHO C HApPYIIEHHUEM IIPOLIECCOB

MUCIIMHH3aIlu1 HCﬁpOHOB U CHIDKCHHEM IIJIOTHOCTH O€JIoro B€IICCTBAa TI'OJOBHOI'0O MO3ra.
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BenenctBue  XpOHMYECKMX — METAaOONIMYECKMX — HApYILIEHWH  CHMXKAeTcss — oOpa3oBaHME
HEHpPOTPaHCMUTTEPOB (10pamMHuHa, CEPOTOHNHA, HOPAIPCHATIMHA).

B nacrosiee BpeMmsi kiimHu4eckue nposBiaeHus I'@A npakTHUeCKH HE BCTPEYAIOTCS B CBSI3U C
paHHEH JMarHOCTUKON OOJEe3HM M CBOEBPEMEHHBIM HauyajioM JiedyeHus. OJHAKO B pEIKuX
cilydasiX NMalUeHTbl MOTYT OBITh «IIPONYLIEHbD» IPHU MPOBEACHUU MAacCOBOI'O CKPHUHHMHIA WM
POIMTENN MOTYT HE COONIOAaTh Ha3HAYCHHYIO JMETY, MOTOMY clieAyeT uckioudatb [ @A npu

HESCHBIX CIIy4assX YMCTBEHHOW OTCTAJIOCTH y JETEH.

ManuenTol ¢ Tskea0id @AI'—nepunuTHoi I'DA, HaxoasAmMecs: HA JeYeHUH

Hecmotpss Ha paHHee Hayano JIEYEHUS U COOJIIOJIEHUE JUETHl, Yy MAlUEHTOB MOTYT
HaOJI01aThCSl KOTHUTHBHBIE HAPYIICHHS, XapaKTEPU3YIOMIHECs OCOOCHHOCTSMHU 3PUTEIBHBIX U
UCTIOTHUTENIbCKUX (PYHKIIMMA, CHU)KEHHUEM CKOPOCTH 00paboTKu MH(pOpPMAINK, HU3KUM YPOBHEM
KOHIEHTPAllUU BHUMAaHU, HApYIICHUSIMU TUHAMUYHOCTH Tpoliecca 3aloMUHaHus, peun. Jlaxe
IIpY HOPMAJIbHOM YPOBHE MHTEIIEKTyalabHOro pa3BuTus y 96% nereit ¢ @A omnpexnenstorcs
pa3linyHble U3MEHEHHUS B 3MOLIMOHAJIBHOW cdepe, MEemaronme WX IMOJHOIECHHON COIUaTbHOU
aJlanTalliy: CHIDKEHHE TO03HABATENbHBIX CIOCOOHOCTEH, BBICOKHM YPOBEHb TPEBOKHOCTH,
9MOIMOHAIbHAS HEYCTONYNBOCTh, THIIEPAKTHBHOCTD, arpecCUBHOCTD [57, 59, 66].

Cpemu mManMEHTOB, TOJNYYaBIIMX TUNO()EHWIATAHWHOBYIO JHETY C BKIIOYEHHUEM
HeCOAJTAaHCHUPOBAHHBIX MPOYKTOB J€UeOHOTr0 MUTaHMs, B 4 pa3a OoJiblie JeTel ¢ U30BITOYHON
Maccod Tela M OXHpPEHHEM, a Takke B 12 pa3 Oonblie — C HEIOCTATOYHOCTHIO MUTAHUS TIO
CPaBHEHMIO C OOJILHBIMU, HAXOIMBIIUMUCS Ha JICYCHHH COBPEMEHHBIMU CHEIIHATU3UPOBAHHBIMU
NPOJYKTaMH Ha OCHOBEe aMHHOKHUCIOT 6e3 DA. [lpu mo3mHeMm Hauvane AUETOTEparnud OMHUMO
COXPaHSIONIMXCSI HEBPOJIOTMYECKHX CHMIITOMOB OTMEYAIOT YBEIUYEHHUE YHCIa HU3KOPOCIHBIX
neteit (B 10 pa3), ¢ HemocTaToOyHOCTHIO MuUTaHus (B 6,5 pasza), ¢ oxupeHuem (B 7 pas) mo
CPaBHEHHIO C TPYIIOH MAIlMEHTOB, KOTOPBIM JIeYeHHe ObLTO HAYaToO CBOEBPEMEHHO [67].

Ha ¢Qone »nuMuHAIMOHHON  QUeTOTEpamMd  MOTYT  OTMEYATbCs  JIeDUITUTHI
MHUKPODJIEMEHTOB (IIMHKA, CeJIeHa, JKele3a, MeO ¥ MarHus), KapHUTHHA, -3 TOJINHE-
HACBHIIIICHHBIX KUPHBIX KUCIOT, BUTamMuHOB B6, B12, B9 (donmesoit xucnors) [61-63].
MHOTMMH HCCTIEIOBaHUSMHU JIOKa3aHa BBICOKAs YaCTOTa OCTEONEHHWH Yy OombHbIX ['DA 1o
CpaBHEeHHIO ¢ oOmiel momymsnued. OHaKo TOYHO HE YCTaHOBIICHBI MEXaHW3MBI YMEHBIICHUS
MUHEpaIbHON IJIOTHOCTH KOCTHOM TKaHU. BrraBnena CBSI3b IIPOLIECCOB
pe3opO1un/hopMUpPOBaHUS KOCTHOM TKAaHU C TPHUBEPKEHHOCTHIO K JUETOTEpAluH H

AO0CTATOYHBIM MMOCTYINICHUEM MUKPO3JICMCHTOB C MPOAYKTAMHU CIICTITUAJIbHOTO ITUTAHUS [68]

13



Orenka xkauecTBa )u3HM aetert ¢ [ DA mokaszama, 4To BCe €ro napameTpsl — (pu3ndeckoe,
HMOIMOHAIBHOE, COLMANIbHOE ()YHKIIMOHUPOBAHUE, (DYHKIIMOHUPOBAHKE B IIKOJIE/ IETCKOM Caay
— HIDKE 110 CPAaBHEHUIO CO 3/10POBBIMH CBEPCTHUKAMU. MaKCUMaJbHBIE PA3IMUUs YCTAaHOBJIECHBI
y IIKOJBbHHUKOB, YTO, [0 MHEHHUIO aBTOPOB, CBSI3aHO C YBEIMUYEHHEM YMCTBEHHOH U (uznyeckoi
Harpy3Kd, HapacTaHUEM HaIPSHKECHHOCTH BHYTPEHHHUX IICHXOMOLMOHAIBHBIX Ipoueccos. [Ipu
3TOM I[IOKAa3aHO: 4YeM IMoKe Hayaro JedeHne y OompHbIXx ['DA, TeM HMXKe NOKa3aTenu
COLMAIIBHOTO U POJIEeBOro (yHKIMOHMPOBAHUS, & C yBEIMUYEHHEM BO3pacTa 00CIeTOBAHHBIX
JieTel HIKE MOKa3aTelH X afanTaliy B KoJUleKTuBe [69].

Koppemsinuss Mexnay NOBbILIEHHBIMH ypoBHAMH DA B  paHHeM Bo3pacte u
JOJITOCPOYHBIM CHUkKEeHHEM 1Q xopoiro u3zyuena. Bausaue yposus @A Ha [Q B TeueHune xu3Hu
TaKKe ObUIO IOKa3aHO B MCCIEJOBAaHUSAX Ha B3pOCHbIX. Tak, y TeX, KTO CHHUXAeT CBOIO
IIPUBEPKEHHOCTh JUETE C OrpaHUUYEHHBIM coaepxkanueM DA B 3penom Bospacte, 1Q HeMHOrO
CHMKACTCSI, 4TO elle 0O0JIbIIIe MOATBEPIKAACT KOHICIIHIO «TI0KU3HEHHO» nueTs! [4, 57].

Tem He MeHee, gake TPU CTPOTOM COOJIOIEHUH JTUETHI C HU3KUM copaepkanuem DA y
B3pPOCJIBIX MOTYT HaOJIOJaTbCsl KOTHUTUBHBIE HApPYIIEHUS, TaKHME KAK CHUXKEHHUE S3BIKOBBIX
HaBBIKOB, MAMATH, CKOPOCTH BOCHPUATHS U 00pabOTKH HH(pOPMAIMH, CIOCOOHOCTH K 00YUYEHHUIO
U UCTIOJIHUTEIbHOM (yHKINH [58].

B3pocnble, koTopble He coOmonaroT auery ¢ orpaHudyeHueM DA U uMeroT
NOBBILICHHBIH ~ ypoBeHb DA B KpOBHM, OOBIYHO IUIOXO KOHIEHTPUPYIOT BHHUMAaHHUE U
JEMOHCTPHUPYIOT 3aME/JICHHbIE JBUTaTeNbHbIE peakuuu [29, 58].

CymecTtByeT Takke Oojiee BBICOKMH YpPOBEHb TPEBOXKHOCTH, JAeNpeccuu, ¢Godouil u
NAHUYECKUX aTaK y JIUI, IOJIy4aBIIUX JI€UYEHUE B JIETCTBE, HO IMPEKPATUBIIHUX TEParHio BO
BTOPOM JECSTUJIETUH KU3HU. DTU JaHHbIE, IO-BUIMMOMY, CBS3aHbl KaK ¢ TEKYIIMMH, TaK U C

aHAMHECTHYECKMMH JTaHHBIMHU 110 conepxkanuio DA B kpow [3, 36, 60, 66, 67].

IMaumeHTHl ¢ MArKMM OHOXMMHYECKMM M KJIHMHMYeckMM ¢eHoTunOM DAT-
nepuuutTHo 'DA

Cumnraercs, uro npu GAIl—nepunmrhoi ['DA, naxe ecnu koHuentpauus @A B mnazme
noctosHHO Hike 600 Mxmounb/n (10 mr/mn, enuHunsl uamepenus MA: 1Mmr/ar cooTBETCTBYET
ImMr%, 60 MKMOIB/J) y MAalMEeHTOB 0Oe3 JAMETOTepanud PUCK Pa3BUTHSA HHTEIICKTYalbHBIX,
HEBPOJIOTUYECKUX W HEHPOINCHXOJIOIMYECKUX HApyLIEeHUI BhIle, yeM y Jul 0e3 neduuura
OAT. Dkcneptsl peKoMeHyI0T orpannuenre @A s 1000ro nmanueHTa, y KOToporo ypoBeHb

DA> 360 mxmonb / 1 (6 mr/mn) [5,17].
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Omucanbl cnydan DAL ¢ nerkum nedumurom DALY, y manueHTOB ¢ HOPMaIbHBIM
WHTEJUIEKTOM, JUArHo3 KOTOPbIM  YCTAaHOBWJIM BO B3pPOCJIOM BO3pacTe IPU BHE3AMHOM
YXYIIICHUs TICUXHUeckoro cocrostuus [41, 60].

«MarepuHckasi peHNIKETOHYPUSD)

Cungpom MarepuHckod DPKY — KOMIUIEKC CHMIITOMOB, BO3HUKAIOUIUX Y JETEH
JKCHIIUH, cTpagaromux ['DA u He monydaBIIMX CHCHHATM3UPOBAHHOE JIedeHUE (aueTa u JIp.) B
MperpaBUIapHbIi mepuoa U BO Bpemsi OepeMeHHocTH CHHIIPpOM pa3BUBAETCA B  PE3yJbTATe
BO3/ICHICTBUS Ha IUIOJ MOBBIIMIEHHOTO coaepxkanuss DA u ero mMeraboIUTOB B KPOBH MaTEpHU.
Boimenstor cieayroliye mposBieHns CHHapomMa Matepuackoir OKVY [4]:

-3a7iep’kKa BHYTpuyTpoOHOTro paszsutust (3BYP). Yacrora He orinnuaeTcs oT oOmiei
MOMYJISLUMA, €CIH MAaTepUHCKUuE ypoBHH (DA KOHTPOJUPYIOTCS B TEUEHUE IEPBBIX ECATH
Henenb OepemenHoctu; puck 3BYP muoma yBenwuuBaercs, ecnu KoHueHTpamus DA
ONTUMU3UPYETCS MO3THEE;

-mukponedanus. Puck cocraBiser 5-18% BO BpeMs OepeMEHHOCTH, TpPH KOTOPOH
ypoBeHb @A y MaTepu ONTUMHU3UPYETCS 10 OEPEMEHHOCTH U B TCUCHUE MEPBBIX JIECATU HENENb.
Puck yBennuuBaercs 10 67%, eciiu cOOTBETCTBYIOIIME YpoBHU DA HE NTOCTUTHYTHI B TEUCHUE
30 Henenp OEpEeMEHHOCTH;

- BPOXKJICHHBIN MOPOK Cep/lia U Jpyrue mopoku pazputus. [10BBIIIICHHBIE KOHIIEHTPAIIUT
®A B MartepuHCKOM KpoBH (> 600 MKMOIB/I) BO BpeMsl PaHHUX CpPOKOB OepeMEeHHOCTU
npuBOJAT TpuOm3uTensHo K 8% -12% pucky mopokoB paszButus cepamna. deHoTunuueckue
O0COOCHHOCTH M JPyrHe BPOXICHHBbIC Ae(eKThl (BKIIIOYAs TPAXEOMHUIIEBOIHBIC CBHUINK U JIp.)
TaKke ObUIM 3apETUCTPUPOBAHBI Y JIETEH, POKIECHHBIX OT >KeHIIUH ¢ [ DA,

-UHTEJUIeKTYanbHbI  gepuuut  (>90%). Kputudyeckum  3HaueHUEM  SBISETCS
KoHIeHTpanus GA B MaTepuHCKON KPOBH, TOCTOSTHHO TpeBbImIaromas 360 MKMOJIb/II BO BpeMst
OepeMeHHOCTH, C OOpaTHOM 3aBHCHMOCTBHIO MEXAY KOTHUTHBHOW (GYyHKIMEH pebeHka u

ypoBHeM DA B MaTreprHCKOM KpoBH BbIle 360 MKMOJIB/II;

IIpn moCTOSIHHOM JIeUeHUH U KOHTpoJie YpoBHSI (DA KpOBHU PUCK BPOXKJIEHHBIX MOPOKOB
pa3BUTHSA IUIOAA Y )KEHUIUHBI ¢ 'DA MUHUMAIIEH.

Kannuveckue ocodennoctn BHs—nepuuurnnix 'GA

Knunnueckn T'@A-BH4 xapakrtepusyiorcs runepdeHuIalaHuHeMUe, aeduuuToM
HEHUpPOTPaHCMUTTEPOB J0(haMHUHA U CEPOTOHMHA, MPOTPECCUPYIOIIMMH MHTEIUIEKTYaJIbHBIMU U
MOTOPHBIMU HapymieHusMH [4, 6]. s 3THX HO30JIOTHYECKUX (OPM XapaKTEepHO OTCYTCTBHE

MMOJIOKUTEILHON KIMHUYECKOW AUHAMHKH Ha OrpaHUYCHUC MOCTYIJICHUA DA ¢ NUIe U Ha

15



¢done amekBaTHOTrO CHMXKEHUs ypoBHSI DA kpoBu. bes neuenus BH;—nedunurasie ['OA tumst
A, B, C uMeroT CXOHbIC KIIMHUYECKIE CHMITTOMBI M XapaKTEPU3yIOTCS paHHEH MaHU(ecTanuen
B IepBble 3 Mecslla KU3HU, a B IOJOBUHE CIIy4aeB — B HEOHaTajdbHOM mnepuojae. CrerneHb
TSOKECTH KJIIMHUYECKUX TPOSIBICHUN y JIeTe U B3pOCIHbIX BapbupyeT. [Ipu TsbkeaoM TeueHuu B
KIIMHUYECKOW KapTHHE IpeobsiagaeT ObICTpO Mporpeccupyromias 3aaep’kka MCUXOMOTOPHOIO
pa3BUTHS, TOHUKO-KJIIOHUYECKHUE CYIOPOKHBbIE TMPUCTYIbI, TOBBIILIEHHAs BO30YAMMOCTb,
runeppeQIIeKCcrsi, MbIIICYHAs] TUCTOHUS (TUIIOTOHUS MBI TYJIOBHUINA, THIIEPTOHYC MBIIIII
KOHEYHOCTEH), CHacTHUeCKUW TeTpamape3, a TakKe OKCTpAUupaMUIHBIE CHMIITOMBI
(xopeudopMHBIE THIIEPKUHE3bI), HApYIICHHE IOXOIKH, TPEMOp, aTaKCHs, pacCTPONCTBA
[JIOTaHMS, TUIEpCATMBAIMA, HAPYIICHUS TEPMOPETYJISIUH, ICeBOOYIHOApHBIC PacCTPOICTBa,
OKYJIOTUPHBIE KpHU3bl (MH30JMYECKOE COAPYKECTBEHHOE OTKJIOHEHHE TJia3, OOBIYHO
HAIPaBIIEHHOE BBEPX U JlaTepajbHO). B HEKOTOPBIX Cilydasx HaONIOAa0TCs W3MEHEHUs
BBIPQXEHHOCTH HEBPOJOTHYECKMX CHUMIOTOMOB B TEUYEHHE CYTOK: YXYAIIEHHE BO BTOPOH
MOJIOBUHE JHS, a YTpoM, mocje cHa — ynyudmeHue coctostHus Ilpu A u C tume BHs—
nepuuutHeix '@A wacto Bcrpeuaercs mukpouedanus. Jlerkue ¢opmbr BH4—nedunmtHbIX

I'®A MOT'YT IIPOTCKATh C MUHUMAJIbHBIMH KIIMHUYCCKUMU IIPU3HAKAMU.

[ToBermenne konueHrpanuun PA B 1uiazmMe KpoBu manueHtoB ¢ BHi—medunurabivu
['®A MoOXeT CHIBHO BapbUpOBaTh OT HeOObHION (He Oonee 360-600 MKMONB/T ) 10 OYEHBb
BBICOKO# (2500 MKMOJIB/JT), CXOHO# ¢ TaKOBO# mpu Kinaccuyeckoit OKYV.

VY yactu nanuentoB ¢ aedexramu rena GCHI1 npu poxnenun conepxanue @A B kpoBu
MO’KET OBITh HOPMAJIbHBIM (Takue ciaydau He OyayT BBISBJICHBI P HEOHATATbHOM CKPUHUHTE),
HO no3gHee KoHHeHTpauusd @OA 1nepuoaudecku MOXKET IOBBIILATHCA. B Tkamax wu
OMOJIOTMYECKUX KUJIKOCTSAX MallMEHTOB OOJLHOTO ONpPEAENsIeTCs Pe3K0e CHUKEHUE COJepKAHUs
KOHEYHBIX  MeTaboJuTOB  OMOreHHbIX  aMMHOB  —  TOMOBaHWJIMHOBOM u  5-
TUJPOKCHUUHIOIYKCYCHOM KHUCIIOT.

Henocrarounocts 6-nmupyBomirerparuaponrepuHcudrerassl  (BHs;—nepuuurHas
I'®PA tun A).

OTOT BapHaHT sABIsETCS Hanbojee paclpoCcTpaHEHHBIM, OH oOycinaBiuBaeT okoio 60%
Bcex cnydaeB DA ¢ nepunurom BH4. TlposBisiercs B Tskenoi (LEeHTpasibHAsA) U YMEPEHHON
(nepudepuueckas) gopmax. Ileppas, Hanbonee yacto Berpeuaromasics (80%) Tsokenas  dopma
COIIPOBOJKIAETCS BBIPAKEHHBIM CHIDKEHHEM COJEp)KaHUsI OMOTeHHBIX aMHHOB CEPOTOHHMHA U

KaT€XO0JaMHHOB B HepeGPOCHHHaHBHOﬁ KHUIKOCTHU (J'II/IKBOpe).
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IIpu Tsxenoit ¢opme HecnenuUUECKHE CUMITOMBI MOTYT NPOSIBIATBCS € HMEPBBIX
HeZeNb JKU3HM pEeOEHKA: MBIIIEYHAsl T'MIIOTOHMS, BSJIOE COCAHUE, CHUIKEHHME JBUIATEIbHOU
aKTUBHOCTH. HeKOTOpble HeTH pOXAAIOTCS C MPH3HAKAMH 3aJCPKKH BHYTPUYTPOOHOTO
pasBuTHs. HapyieHus co CTOpOHBI LIEHTPalIbHOM HEpBHOM CHUCTEMBbI  OOBIYHO CTAHOBSITCA
3aMEeTHBIMHM B BO3pacTe Okojo 4 MecsueB. be3 mpuMeHeHHs MaTOreHEeTHYeCKOil Tepanuu y
NAIMEHTOB OTMEUYAIOTCSl COHJIMBOCTD, Pa3ApaKUTEIIbHOCTh, MbIIIEYHAs! AUCTOHUS, TUIIEPKUHESBL,
TUIIEPTEPMHUS], TUIIEPCATUBALUSA U TPYAHOCTH C IVIOTAaHMEM, Jajlee K YKa3aHHBIM CHMITOMaM
IPUCOECIUHSIOTCA  CyJOpOrd  (TOHMKO-KIOHMYECKHE, MHUOKIOHHYECKHUE), pa3BuBaeTcs
yMCTBEHHast OTCTanocTh. Ilpu 310l (opme wyacro Habaromaercss wmukporedanus [70].
[Tepudepuueckas dopma XapaKTepU3yeTCsl HE3HAUUTENIbHBIM CHH)KEHHUEM  YPOBHS
HelpoMenuaTopoB, HeBbICOKOW ['DA, Oonee OIAroNnpusTHBIM KIMHUYECKUM TEUCHHEM c
no3aHeil manudecranmeit 1 ymepeHHsIM nopaxenuem LIHC. Vxynmenue coctosHus 60JbHOTO
OOBIYHO MPOUCXOAUT B IOJPOCTKOBOM BO3pacTe M MPOSBISIETCS HEHPOBEreTaTUBHBIMU U
00JEeBBIMU [TPUCTYIAMHU.

Henocratounocts ryanosunTpudocharuukiaornaponassl 1 (BHs—nepunurnas
I'®A tun B), npusogsiias k kiuauke [ ®A-BH4B [6], Takke Boi3biBaoT JJODA-3aBUCHMYTO
JTUCTOHMIO, KOTOpasi MOXET HacleloBaTbcs IO ayTOCOMHO-JIOMHMHAHTHOMY THIy. [lanueHTsl
UMEIOT TPOTrPECCUPYIOLIYI0 HEBPOJOTHYECKYI0 CHMIITOMATHKY, OOBIYHO IPOSIBIISIIOILYIOCS
MsArge, yeM Ipu kinaccudeckon @KV B 0TCyTCTBUM JIEUEHHS.

Henocrarounocts aurnapontepuaunpenykrasbl (BH,—nepuuurnas I'dPA tun C).
Knuanueckue nposiBieHus 3Toil GopMbl CX0KU ¢ KIMHUKOM npu Apyrux ¢popmax ['OA-BHA4.

Henocrarounocts nrepuH-4-o-kapouHoaamunaeruaparadol  (BH4-aepuuurnas
I'PA Tunm D) xapaxkrepusyercs NO0OpPOKAYECTBEHHBIM, MaJIOCUMITOMHBIM TEYEHHUEM
3aboneBanus . [6].

Henocratounocrs  cemuantepuHpeaykrasbl  (JO®PA-3aBucumMasi  AUCTOHHSA).
Onwucanneie cinydan nedextoB reHa SPR He compoBomatoTcsi THNepQeHHIaTaHHHEMUEH.
Knunuueckue nposiBienus cxoausl ¢ [®A-BH4 [64].

B wmiageHuectBe MoOryr — oTMeyaTbcs HecHeUM(UYEeCKHe CHMIITOMBI. 3a/IepiKKa
MOTOpPHOTO Ppa3BUTHS M HU3KUH MBIIIEYHBIH TOHyC. 3a0ojieBaHME OOBIYHO pPAa3BUBAETCA Ha
NEPBOM TOJy JKU3HM, MPOSBIAACH TUCTOHHUEH, 3aJep>KKOH (HOpPMHUpPOBAHHS ABUTATENbHBIX U
pEUEBbIX HaBBIKOB, MBIIIEUHOH €1a00CThIO, HEHTPATbHONU THIIOTOHUEH, a TaKkKe OKYJIOTUPHBIMU
KpH3aMH; BBIPQ)KEHHOCTh CHMIITOMOB KOJeOJeTCs B TEYeHHE CYTOK (HOYbIO Habmomaercs
YXYALIEHUE, yTPOM, IOCJIE CHAa — ylydlieHue cocrosHus). llo3nHee dacTto pasBuBaroTcs

HapymceHus CHAa U IICUXOJOTNYCCKUC paCCTPOﬁCTBa (TpeBO)KHOCTL, paSIlpa)KI/ITCJ'ILHOCTB). Yacto
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BO3HUKAIOT WHTEIJICKTyaJbHbIE HApYyIIEHUS, HO Y MHOTHUX OOJBHBIX HAONIONAIOTCS TOJBKO
JIETKWE WM YMEPEHHbIE TPYAHOCTH NMpH 00y4YeHUHU. Pexe pa3BHBAIOTCS TaKWe CHMIITOMBI, KaK
NapKUHCOHU3M (TpeMop, OpaJuKUHE3Hs], MBIIIICUYHAs! PUTHIHOCTD, 3aCTHIBIIEE JIUIIO), TU3APTPHSL,
runeppedIiekcusi, MOBBIILICHHBI TOHYC MBIIII KOHEYHOCTEH, BereTaTUBHBIC HapylieHus. Bo
MHOTUX CJIy4asX ITUCTOHUS M BBIPRKEHHbIE KOJIEOaHUS CHUMITOMATUKH B TEYEHHE CYTOK
IPOSIBIIAIOTCS JIMIIB HA O0Jiee MO3AHEN CTaguu 3a00IeBaHMUS.

[Tockonbky mpu 3TOM dopme OonesHu He Habmomaercs nosbiieHne @A B KpoBH, a
MOJXOJbl K TE€paluy MPUHIUIHAIBHO OTIMYAIOTCA OT BceX Apyrux (GopMm HapyieHuil oOMeHa
@A, Oonee neTalbHOE OMHMCAHHWE HEJOCTATOYHOCTU CEMUANTEPUHPEAYKTa3bl HE MPHUBEACHO B
JAHHBIX KJIMHUYECKUX PEKOMEHIAINSX.

I'DA 6e3 nepunura TerparuapodHoONTEepUHa, 00ycJI0BJIeHHAsT MYTAllUsIMU B T'eHe
DNAJC12. Jlamnas ¢opma OOBIYHO BBIABISCTCS TIPH CKPUHUHTE HOBOPOXKICHHBIX.
Knununueckue cumntoMel cxoansl ¢ apyrumu ' @A-BH4 dopmamu: 3aaepxka MCUXOMOTOPHOTO
pa3BUTHS, TOBBIIIEHHAs BO30yIMMOCTh, THIEppedIieKcHs, MBIIIEYHas TUCTOHHs, B Ooiee
CTapIIeM BO3pacTe- pa3jMyHas CTENeHb HAPYIICHHsS WHTEIUIEKTa. Y HEKOTOPBIX IMAI[MeHTOB B
netcte pa3BuBaercs JJODA-3aBUCHMBIN TapKUHCOHOMOA00HBIHM cuHapoM. [Ipu nabopaTopHoM
WCCJICTIOBAHUH BBISABISAIOT JEPUIUT IONAMHHA, CEPOTOHMHA B CIIMHHOMO3TOBOW XKUAKOCTU, U

HOpPMaJIbHBI MEeTa00IM3M TeTparuapooduontepuna [65].

Takum oOpa3oM, MOXHO BbLIeNUTh 6 dopm ['DA, paznuuaromuxcs Mo MOAXOAaM K
TUATHOCTHKE, JeueHuto u HabmogeHuto: DAl—nedbunutHas ['PA, nerkas d¢opma (He
TpeOyromas Tepanuu 10 rona), OAl—pepunutnas 'DPA ymepenHas ¢dopma, TpeOyromias
tepanuu; PAI—pepuuutHas ['OA, Tsxenas opma, Tpedyromas tepanuu; OAI—nepunurHas
['®A, uyBcTBUTENBHAS K Tepanuu canpontepuHoM™™; BH4—nepunuraeie I'@A; marepunckas

OKYV (knaccuyeckas (peHUIKETOHYpUs, 0EpEMEHHOCTB).

2. luarHocTuKa 3a00/1eBaHNS WIN COCTOSIHUSA (TPyNbI 3200/1eBAHNHA HJIH
COCTOSIHMIi), MEMIIUHCKNE MOKA3aHUS M NPOTUBONOKA3aHUS K IPUMEHEHHNI0

METO/10B JMATHOCTHKH

2.1 7)Ka100L1 1 aHAMHE3

bonpmmmHcTBO manmeHToB ¢ ['@A  AMAarHOCTUPYROTCA IpPU IPOBEAECHUM MacCOBOTO
CKpUHHMHIA HOBOPOXICHHBIX M IIPU CBOEBPEMEHHOM HA3HAYECHWM CIIELUAIU3UPOBAHHOU

AUCTOTCPAIINA 3a00JIeBaHUE IMPOTCKACT 0eCCUMITOMHO.
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CriexTp BO3MOXKHBIX Kajio0 y manueHToB ¢ ['DA, KOTOpPHIM IMAarHO3 YCTAaHOBJIEH MO3/THO
WIH TIpU OTCYTCTBUHU JICUEHUS, MOXXET OBITh BEChbMa IIMPOKUM U 3aBUCHT OT (HOpMBI
3a0oneBaHus (KIaCCHYECKOM MM HEKJIACCUYECKOH ), U MHINBUAYAIBHBIX OCOOCHHOCTEH TeUCHHS
6onesnu [6].

Kanoobl npu PAI-gepunutHoii 'PA (kiaaccuueckoidt PKY): obmas 3amepikka
pa3BUTHUSA, 3aJEp)KKA POCTa, 3a/€pKKa pPEYEBOr0 pPa3BUTHS, 3aJepiKKa COLMAIILHOTO pPa3BUTHS,
WHTEJJICKTyalbHAsl HEIOCTATOYHOCTh, AHOMAJMW TOBEACHUS, JeUIUT BHUMAHHUS U
TUIEPAaKTUBHOCTh, ayTOArpeccusi, AENPECCUBHOCTb, ayTH3M, HapYIICHUE MaMsTH, CYJAOPOKHbIE
IOPUCTYMBI, MbIIICYHAS THUIOTOHMS, THUIEPTOHYC MBI KOHEYHOCTEH, Tpemop, IMoTeps
JIBUTATEIbHBIX HABBIKOB, TOIIHOTA, PBOTA, AaHOMAJbHBIA 3amax MOYH, MOTEPs AJIACTUYHOCTHU
KOXKHM, THUIONWTMECHTAUSA KOXH W  BOJIOC, OK3eMa, KaTapakra MuKporedaus,
runepdenunananueMuss U cHWxkeHue akTuBHOCTH DAL mo maHHBIM J1a0OPAaTOPHBIX
WCCJICIOBAaHMM, KaJbIIUHATHI TOJOBHOTO MO3Ta, MOpakeHHe OEoro BellecTBa TOJIOBHOTO MO3Ta
o pezynbratam MPT ucciienoBanus.

Kanoost npu BHs;—nepuuurubix '®PA (Moryr coxpansaTecsi Ha (HOHE COOIIOIACHHUS
mueTsl ¢ orpanndeHneM DA): 3aTpynHEHUs TPYIHOTO BCKApMIIMBaHUs, 3aJlepKKa MOTOPHOTO
pa3BUTHUSA, MUKpOIearsi, MOBBIIICHHOE CIFOHOOT/ENICHNE, HAPYIICHUS TJIOTaHUs, COHJIMBOCTbD,
NTO3, JTMXOPaJOYHbIC IMU30/Ibl, IKCTPAMPAMUIHbIC HApYIICHHs (ITAPKUHCOHU3M, XOPE0aTeTo3,

Xopest), 3MHU30/1bI KPATKOBPEMEHHOTO OBICTPOTO COKPAIIEHNE MBIIIILI.

* PeKOMeHIlyeTCﬂ UCcKIounTh I'DA Bcem nalucHTaM 000ro0 BO3pacTa 0e3 YCTAHOBJICHHOI'O
paHee Ouar"osa I'®A Ipru HAJIWYUU CIICAYIOIIHUX KIMHUYCCKUX HpOSIBJ'IeHI/Iﬁ C ICJIbIO

YTOYHEHUS THArHO3a:
*  OTATOLICHHEIN CEMEUHEIN aHaMHE3
*  DIIUJIETICUS
*  pasin4Has CTENEHb YMCTBEHHOW OTCTAJIOCTH
*  TpoOJIEeMBI C TOBEACHHUEM, BKIIF0Uasi PACCTPONCTBA ayTUCTUIECKOTO CIIEKTpa

*  OKCTpallupaMUJIHBIC HAPYIMICHUA (B TOM YHCIIC HapKI/IHCOHOHO,Z[O6HBIe HapyLmCHUusA y

B3pOCIIBIX)
* 3aTXJIbIN («MBILIUHBINY, «BOIYHII») 3amax Tena

*  OJK3€Ma, CHMXKCHHUC MMI'MCHTAIIMH KOXKH U BOJIOC [2]

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB 5)

- Pexkomenayercs uckimoounts ['DA y KEHIIMH peNnpoOAyKTHBHOIO BO3pacTa, MMEKOLUX B

AHaAaMHC3C HCBbIHAIIIMBAHUC 6CpCMeHHOCTI/I Wi pPOXIACHUC IMOTOMCTBA C IIOPOKaMMU
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pa3BUTHS, BKJIIOYAs JIOOYI0 KOMOWHAIIMIO 3aJIEP)KKW Pa3BUTHA TUIOJA, MUKpoledanuto /
MOPOKH PAa3BUTHS TOJOBHOTO MO3ra, BPOXKACHHBIA TOPOK CEpAla, TMOPOKH pa3BUTHUS
KOHEYHOCTEH, TPaXCOMHUINEBOAHBIA CBUI M Jp. C UEIbIO NPODUIAKTHKU POKIACHUS
6opHOTO pedeHka B ceMbe [2].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB 5)

*  Pexomenayercsi cOOp MoapoOHOrO IeHEATOTMYECKOr0 aHaMHe3a y IAMeHTOB C  BBIIIE
OIMCAaHHBIMHU JKaJI00aMHU ISl BBISBICHUS CIIy4aeB BHYTPUYTPOOHOW TruOen IUoAa OT
HCYCTAHOBJICHHBIX MPUYMUH, CIIy4acB PaHHEH IETCKOH CMEPTHOCTH, a TAKKe HHBAIUJIOB
JICTCTBA B CEMbE C 1I€JIbI0 YTOYHEHUS TuarHo3a [2].

YpoBens yoenureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

2Kano0bl 1 aHaMHE3 TaK)Ke OIMMCAHBI B Pasaciic KKIIMHHUYCCKAad KapTUHa».

2.2 duzukajabHoe 00cae10BaAHHE

- Pexomenayercsi BceM nainueHnTam ¢ nojao3penueM Ha ['A nis onpeesieHust KITMHUYECKON
KapTUHBI TPOBEIEHUE TIOJHOTO KOMIUIEKCHOTO OOCIEIOBaHMS, BKIIOYAIONIETO B CeOs
OILICHKY:

*  aHTPOIMOMETPUYECKHX MOKa3zaTenei (BO3MOKHO MOHIKEHHOE MUTaHue, OTCTaBaHUE B POCTE,
MHKpoLehaTus)

*  COMAaTHUYEeCKOro craryca

*  HEBPOJOTMYECKOTIO CTaryca

*  TICUXOMOTOPHOTO W PEYEBOTO PA3BUTHS C IEIBHIO BBISIBICHUS 3aJICPKKU TICUXO-PEUEBOTO
pa3BUTHS, OTCTaBaHUS B MOTOPHOM Pa3BUTHH, KOTHUTHUBHBIX WJIH MCUXHUUYECKUX HAPYIICHUN
[3].

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

KommenTapumii: xiunuuecku 6udumvle OMKIOHEHUsS, 00YCI08IeHHble HACIeOCMBEHHbIMU

MemadonUdecKUMU HAPYUWEHUAMU, V HOBOPONCOEHHbIX C (DeHUIKemoHypuel, KaxK npasuio,

omcymcmeyom.

2.3 JlabopaTropHbIe TUATHOCTHYECKHE HCCIeT0BAHNS

- PexkomeHnayercsl IpOBEJCHHWE HEOHATAJbHOIO CKPUHMHIA BCEM  HOBOPOYKICHHBIM
(ompenenenue conepkanus @A B kpoBH [uis GopMupoBanus rpynn pucka no @A) [1].
Cxema HeOHaTaJIbHOTO CKPUHUHIA IPUBEACHA B IPHIIOKEHUH 3.

YpoBeHb yoeIuTeIbHOCTH peKoMeHaauuu A (YpOBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 1)
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KommenTapuu: ckpununeosoe oocneoosanue na I'QA omeeuaem ecem npuHamolmM Kpumepusim
NPOBedeHUs MACCOB020 CKPUHUHRA, 8KIIOYASL COOMHOWEHUE 3ampam U 8bl200bl.
Mna ckpunune06020 uccie0osanus HAnpasiaemcs mecm-oaauK ¢ CyXumu NAMHAMU KPOGU 8
YCMAHOBNIEHHble CPOKU 6 CHeyudlu3uposanHylo 1abopamopuio HeoHamaibHO20 CKPUHUH2A
KoHKpemHoeo pecuona. Oowenpunsamoie pegepercrnvie snauenus PA kposu 0-120 mxmonw/n (0-
2 me%).

- Pexomenayercs omnpeneneHue coiep:kanus ®A B KpoBM MalMeHTaM C MOJO03PEHHUEM Ha

['®A st uckarouenus/ycranosiaenus [' A [1].

YpoBeHb yoeauTeIbHOCTH peKOMeH1aluu A (YPOBEeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 1)

- Pexomenayetrcsi OBTOpHOE ompeneicHue (perect) conepkanus PA B mepudepudeckoi
KPOBH HOBOPO>KJECHHBIM JIETSIM C MOBBIIIEHHBIM ypoBHEM DA 1o pe3ynbTrataM MepBUYHOTO
tecta s noarsepskacHus [ DA [1].

YpoBeHb yoeIuTeIbHOCTH peKoMeHAanuu A (YPOBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 1)

- Pexomennyercsi onpe/encaue KoHIeHTpau @A U THpO3UHA B IUTa3Me KPOBH (TaHIeMHasI
Macc-CIIEKTPOMETPHS) BCeM MalueHTaMm npu noao3peHuu Ha @A B moObIX BO3pPACTHBIX
rpynnax ¢ UeNbl0 BBIABICHUS TOBBIIICHHONW KOHIEHTpanuun ©OA u HapylieHus
cooTHouIeHus (peHmananuy/ Tupo3ut [4, 5].

YpoBeHb YoenUTEILHOCTH peKoMeHAanuu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

KommenTapuii: [Ipu I'®A konyenmpayuss @A npesviuwaem 120 mxmmons/n (2 me/on). B nopme
coomHoulenue Genunaranun/mupo3un menee I, coomnouienue oonee 3 yKazviéaem Ha GblCOKVIO
sepossmuocme Hedocmamounocmu DAL [4]. Bonee msorcenvie popmor neoocmamounocmu PAI
C NOJHOU nomepeli akmueHocmu Gepmenma (Hepeoko Hazvleaemvie «kaaccuyeckol DKY»)

conposodcoaromes nosviuteHuem konyenmpayuu @A 6onee 1200 mxmonv/n (20 me/on) [5].

- Pexomenayercsi MoJeKyJIspHO-TeHeTHUeckoe uccienoBanue reHos PAH, PTS, QDPR,
GCH1, PCBD, SPR, DNAJC12 BceM marmmeHtaM ¢ KiuHHYeckuM auarsozoM OKV wmm
DA ans moaTBep:KIeHUS KIMHUYECKOTO JuarfHosa, AuddepeHnnanTbHol AUarHOCTUKH U
OTIpEIeIICHUs] PUCKOB HACJICJCTBEHHOW NAaTOJIOTHH B ceMbe [8-13].

YpoBeHb yoeIuTeIbHOCTH PeKOMeH 1Al A (YPOBEHD J0CTOBEPHOCTH 0KA3aTEJILCTB — 2)
KommenTapmii:

Monexynapno-eenemuueckoe ucciedosanue mymayuii 6 cene PAH (¢henunkemonypus), komniexc
uccne008anul 0N OUASHOCMUKYU (DEHUTKEMOHYPUU BKIIOYEeHbl 8 HOMEHKIAMYpy MeOUYUHCKUX
yenye.

Aneopumm JIHK-0uaenocmuxu I'@A npeocmaenen 6 npunosxceruu I'3.
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Monexynapno-eenemuuecxkas  ouacnocmuxa  ([JHK-Ouaenocmuxa) moocem — Ovimo
npogedeHa ciedyrouumu MemooamiL:

1. Iouck wacmoix mymayuii ecena PAH [8]

2. Cexsenuposanue no Ceneepy ecenos PAH, PTS, ODPR, GCH1l, PCBD, SPR,

DNAJC12
3. Ilanenvnoe, NOIHOIK30MHOE UIU  NOJHOCEHOMHOE  MACCOB0€  NAPALLENbHOE
CEeKBEHUPOBaHUue ¢ NOCAeOVIOWUM NOOMBEPAHCOCHUEM DPe3VIbMAmMo8 MemoooM
cexgenuposanus no Ceneepy [9, 10].
Pe3ynbmamor eenomunuposanus mpaxmyomcs 6paiom-2eHemuKomM U UCHOIb3YIOMCs 0I5
1. Cemetino2o KOHCYIbMUPOBAHUS, ONpedeneHUsl PUCKO8 HACIeO0CMBEHHOU NAmMOoI02uu 0Jis
POOCMBEHHUKO8 NPOOAHOA, NAAHUPOBAHUS DepeMeHHOCIU
2. Jugppepernyuanvroti ouacnocmuxu PKY, BH4-0edpuyumnoii '@A munos A, B, C, D,
HODA-3a6ucumoit oucmonuu, ne-BH4-oepuyummnoi 'PA [8, 9,10].
3. Onpeoenenus NOMEHYUATbHOU Yy6CmeumenbHOCmu unu NOMEHYUANLHOU
Heuyecmeumenvhocmu nayuenmoe c¢ DKY x mepanuu ¢hapmakonocuveckumu amanozamu
mempazuopoouonmepuna [11, 12, 13].

Hcxo0s u3z 0aHHbIX 2eHOMUNA MOJICHO CYOUMb 0 NOMEHYUAIbHOM Omeene nayueHma Ha
mepanuio GapmaxoiocuLecKumMu analocamu mempazuopoouonmepuna (canponmepun™*, BHy).
Ilpu ycnosuu, uymo namozeHHbvlll GaApUAHmM Xoms Obl 00H020 U3 aulenell NpPusooum K
Gopmuposanuto benxa-ghepmenma, obradawe20 OCMAMOYHOU AKMUBHOCNBIO, NAYUEHMY

Modcem bblmb PeKOMeHO08aHO nposedenue Hazpy3ouno2o mecma ¢ BHy (canponmepunom™*).

- PexoMeHayercst HCCIeOBaHWE COJACP)KAHHS ITEPUHOB B  MOYE MAaIlMCHTAM ¢
HEOJIHO3HAYHBIMH  pPE3yJbTaTaMH  MOJICKYIAPHO-TEHETHYCCKOW  JHATHOCTHUKU  W/WITN
HECOOTBETCTBHE TSHKECTU KIIMHUYECKOH KapTHHBI YpOBHIO DA KPOBH C IENIBIO TUATHOCTUKU
BH4 — nedururhoii TDA [6,7].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuu B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)
Kommenrapmii: /[uacnocmuueckue 3nauenus heHUuNaHaHuHa u NMEPUHO8 6 KpOoBu, Mode U
CNUHHOMO320601 JcuoKocmu npeocmaeienvl 6 npunoxcenuu I'4 [6, 7].  Iockoavky deghuyum
BH4 ob6veounsem epynny 3abonesanuti, Komopvle MO2ym — GbIAGIAMbCA € NOMOWbBIO
HeoHamanbHo2o ckpununea Ha I'@PA, HO He moeym Obimb UOSHMUDUYUPOBAHBL PYMUHHBIMU
CKPUHUH2OBLIMU MeMOoOaMU, CeNeKmueHvlll CKpuHure Ha degpuyum BH 4 HeobXooum Kaxcoomy
HOBOPOJCOEHHOMY C YpoeHem enunraranuna 8 niazme eviwe 120 mxM/n, a maxoce oemam

cmapuieco eospacma ¢ IT'dAu HeeposlocUdYeCKUMU CUMNMOMAMU.
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+  PexomeHnayercsi mpoBeneHHE HArpy304HOTO TECTa C CAllPONTEPUHOM™*™ (B TeueHHE He
MeHee 48-yacoB) MalueHTaM cTapuie roja c¢ wyranusmMu B reHe PAH, koropeie
aCCOLIMUPOBAHBI C YyBCTBUTEIBHOCTHIO K BH, 11 ompenenenus orBera Ha KO()aKTOPHYIO
tepanuio [3, 11, 12, 13, 15].

YpoBeHb yoenuTeIbHOCTH peKOMeH1alun A (YPOBEeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 3).

- PexoMeHayeTcsl UCIOIB30BaTh MAKCUMAJIbHYIO JIO3UPOBKY carponTepuHa™>* (20 mr/kr) mis
NPOBEJICHUS] HATPY30YHOI'O TECTa y BCEX MAIMEHTOB C IENIbI0 00jiee 00BEKTHBHOM OICHKH
orBera [3, 15].

YpoBeHb yoeauTeIbHOCTH PeKOMeH1alun A (YPOBEeHb J0CTOBEPHOCTH J0KA3aTEJbCTB — 3).

- He pexomenayercsi onpeneneHue aktuBHocTH pepmenta DATL B nedenu [4].

YposeHb yoenuteabHocTH pekoMeHaanuu C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: Axmusnocms ghepmenma @AI moodxcem Ovimsb onpedenena moibKo 6 MKAHAX

neueHu U noyex, NOJNYYeHHbIX 8 pe3yibmame ouoncuu. Beudy uneasugHocmu u 8bICOKUX PUCKOS

OCIOJCHEHUL MemoO He UCNONb3Yemcs O/l CKPUHUHRA UTU OpY2Uux OUACHOCMUYECKUX Mecmos

[4].

- Pexomenayercsi KOHTposib o0OmIero (KJIMHUYECKOTO) aHalu3a KPOBH Pa3BEPHYTOrO
(reMOrJI00MH, KOJMYECTBO SPUTPOLIUTOB, LIBETOBOM IOKAa3aTelb, KOJMYECTBO JICHKOIIUTOB,
TPOMOOITUTOB, JIEHKONUTApHAs (GOpMyda W CKOPOCTh OCEIaHUS JPHUTPOIUTOB), OOIIEro
(KTMHUYECKOTO0) aHalM3a MOYH, OMOXMMHUYECKOTO aHaln3a KpoBHU (TIIOK03a, o0l OesokK,
OenkoBbie  (pakimu  (MCCIenOBaHME YPOBHS albOyMHHA B  KPOBH, OIpEACICHUEC
TbOYMHH/TTIO0YJIMHOBOTO COOTHOIICHUST B KPOBH), OOLIMI OWIMPYOWH,  XOJIECTEPHH,
TPUTIHIEPUIBI, JTATONPOTEUIbI HU3KOW M BBICOKOW IUIOTHOCTH (MCClIeOBaHUE YPOBHS
JUTNONPOTEMHOB B KpoBW),  meno4yHas  Qocdaraza, KpeaTMHMH,  MOYEBHHA,
ananmHamuHoTpancdepaza (AJIT), acnapratamunoTrpancdepaza (ACT), kanpiuid o0 1
WOHU3UPOBAHHBIN, HATpUH, Kaiuui, Heopranmdeckuii Qocdop, xemezo u depputun)
nmanueHTaM Tpy TMPOBEICHWHM HArpy304HOTO TecTa C CAlmpONTEPUHOM™™ ISl OLIEHKH
(YHKIIMOHATIBHOTO COCTOSIHUSI BHYTPEHHUX OPraHOB M HYTPUTHUBHOTO CTaTyca TMalleHTa
[15,16, 83]

YpoBeHb yoequTEeILHOCTH peKoMeHAanuu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB —2)

- Pexomenayercsi uccienoBaHue oOIero (KJIMHUYECKOT0) aHajdu3a KPOBH Pa3BEPHYTOrO
(comepxkanue reMorioOMHa, KOJIMYECTBO IPUTPOLUTOB, IIBETOBOI MOKa3aTeib, KOJINYECTBO

JICWKOIIUTOB, TPOMOOIIMTOB, JICHKOIUTApHAs (OpPMYJia U CKOPOCTh OCEIAHHUSI SPUTPOIIUTOB)
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BceM nanueHTaM ¢ DA Ui OLIEHKH OCHOBHBIX IapaMeTPOB KPOBETBOPCHUS W HAIUYUS
BOCHAIIUTENBHBIX MpoiieccoB [16, 44].

YpoBeHb yoeIuTeIbHOCTH PeKOMeH1aluil A (YpOBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 1)

- Pexomenayercsi ucciaenoBanue o0Iero (KIMHUYECKOTr0) aHaIr3a MOYH BCEM MalUeHTaM
¢ DA c uenbio BoisiBicHus kpuctamtypun [90, 93].

YpoBeHnb yoenutensHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

- PexomenmoBano mnamueHtam ¢ ['@A mpoBeacHHE OMOXMMHUYECKOTO aHajIM3a KpPOBH
(coneprxanue TJIFOKO3BI, o0miero Oenka, OENKOBBIX (pakiuid, obmero OuIupyOuHa,
XOJIECTepUHA, TPUTIIULICPHUIOB, JUIIONPOTEUIOB HU3KOW M BBICOKOH TUIOTHOCTH (MCCIICIOBAHUE
YPOBHSI JIMIIONIPOTEUHOB B KPOBH), miesouHo  gocdaraspl, KpeaTWHWHA, MOYCBHUHBI,
ananunHamuHoTpancgepassl (AJIT), acnmapraramunorpanchepassl (ACT), xanbius o0mero u
WOHU3UPOBAHHOT0, HATPHUs, Kajus, Heopranuueckoro docdopa, xenesa, GheppuTHHa), YPOBHS
OCHOBHOIO Merabonuta BuTamMmuHa D B kpoBu (uccienoBanue ypoBHs 25-OH Burammnua /| B
KpoBH) U BUTaMuHa Bi, (maHokoOamamuH), (HOJTUEBONW KHUCIOTHI C IEIBIO OLECHKH COCTOSIHHS
MEYEHHU, TIoYeK, OajaHca BaKHEHIINX HYTPUEHTOB MPHU JUETOTEpaNuy, KalblueBo-PpochopHOoro
oOMeHa ¥ BBISBICHUS OTKJIOHEHHUN Ba)KHBIX OMOXMMHYECKHMX TOKas3aTeNed A AanbHeiien
koppekiuu [44-49, 90, 94, 95].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 1)

* PeKOMeHI[yeTCﬂ HUCCJIICAOBAHUC YPOBHA TI'OMOLMCTECHMHA B KPOBU INAHUCHTaM C I'®A 1o
IMMOKa3aHUsAM € IEJIbIO OUCHKH pUCKA pa3BUTUA CEPACIHO-COCYAUCTBIX 3a00JIeBaHUH [16]

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

- Pekomenayercsl IIpOBEICHHE TaHJIEMHOM MacC-CIHEKTPOMETPHUM >KeHIMHaM ¢ ['PA mpu
HAaCTYIUICHUH OepeMEeHHOCTH c LENbIO OINpeEIICHUs COOTHOILIEHUS
dennnananuna/Tuposuna [16,72-74].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KomMmeHTapum: npu npumenenuu ocpanutiumensHol Ouemvl 803MOICHO pazeumue Ooepuyuma

He3aMeHUMbIX AMUHOKUCTION, 8 YacmHocmu- muposura [16].

- PexoMenayercs uccie10BaHUE YPOBHS INIIOKO3bI U TIIMKUPOBAHHOTO IeMOTJIOONHA B KPOBU
xeHmuHaM ¢ DA npu HacTyIuIeHHH OEPEMEHHOCTH C IeJIbI0 KOPPEKIUH Teparnuu [72-74].

YpoBeHb yoenuTeJIbHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —2)

2.4 UHCcTpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIETOBAHUS
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- Pexomennyercsi mpoBeneare MPT rosoBHOro Mo3ra (HapKo3 - 10 MOKa3aHUsIM) MallieHTaM
co BcemMu ¢opmamu ['®A mpu HaTUUMM y HUX HEBPOJOTHYECKOM CHUMITOMATHKH IS
BBISIBIICHHS IPOIPECCUPYIONINX U3MEHEHUI Oetoro BemecTsa mo3ra [14, 45].

YpoBenb yoeauTeabHOCTH pekomMeHaanun C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — D)
KommenTapuii: y 90% nayuenmos ¢ I @A nabarooaemcs npocpeccupyroujee nopasjicerue 6eio2o
sewecmea moszea 0axce Npu OmMCymcmeuu Hegponocuyeckux uapywenun. C 6o3pacmom y
HelleyeHblX WIu yuweowux ¢ ouemvl nayueHmos usmenenuss Ha MPT 0Oonee vipadiceHuvl.
Cuumaemcs, umo @vicokuii yposeHb DA y HeleueHvlX nNAYUEHMO8 NPensamcmeyem
MUETUHU3AYUU HEeUPOHO8 MO32d, 8 MO 6peMs KAaK 8 Clyyde paHHe20 NedeHus hopmuposanue
Muenuna He Hapywaemcs. lloepedcoenue MueauHosou 000L0UKU MOANCEM NPOUCXOOUMb NOO
enuanuem nogviutenus PA Ha ¢hoHne pacwupenus unu omkasa om ouemvl, a Maxdce 8

pe3yibmame HU3KOU KoMniaeHmHocmu nayueuma [14]

+  Pexomennyercs KT romoBHoro mo3ra nanuentam crapuie 3 et ¢ BH4—nedpunutasix [ DA
(HapKo3 - MO MOKa3aHUAM) IPU HAIMYMKU HEBPOJIOTMYECKONH CUMITOMATUKH I BBISIBICHUS
Kanblugukaros [ 14].

YpoBeHb yoenquTeabHOCTH 10Ka3aTebCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIaHH — 5)
Kommenrapuii: npu omcymcmeuu Jneuenus 6 OA3GNbHbLIX 2AHIUAX 20J06HO20 MO32a
Gopmupyiomes karvyuguxkamol, KOmopwvle Mo2ym Oblmb OOHAPYICEHbl NPU KOMNbIOMEPHOU

momozpaguu.

. Pexomennyercss npoeneHue siekrposHuedantorpapuu (33I) u I3I'-MoHHTOpUHTA
nanueHTam co Bcemu (opmamu ['@A mpu HaaMYUU HEBPOJOTHYECKOW CHUMITOMATHUKH JUIS
BBISIBJICHUS MIJICNITUYECKON akTuBHOCTH [16, 91].

YposeHb yoenureabHocTH pexoMenaanuu C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB —5)

. Pexomennyercsi mpoBefeHHE YIbTpa3BykoBoro wuccienoBanusi (Y3U) opraHos
OpromrHOM TMONOCTH W mouek mnanueHTam ¢ [DA nns BBIIBIEHUS JUCMETA0OJIMYECKHUX
Hedpomnatuii, HehpoKANbIIMHO3a, U3MEHEHH CO CTOPOHBI TIEUEHU U TMOKETYAOYHON KeNe3bl
[92, 99, 100].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

- PexomMeHayeTcsi IPOBEJACHHE HEUPOCOHOTPAPHUM TPU OTKPHITOM POJHUYKE MAIUEHTaM C
['®A mist BEISIBIICHUS TTATOJIOTHH TOJIOBHOTO Mo3ra [75-76].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —3)
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- PexoMeHnayercst  uCCIEIOBaHHME MHUHEPAIBHOW  IJIOTHOCTH  KOCTHOHW  TKaHH  —
(meHcUTOMETpHS) Y MALMEHTOB CTapIie 5 JIET JUIsl AUATHOCTUKH OCTEOTOPO3a, BBISBICHUS
IPYIIIBI PHCKA IO OCTEONOPO3y M MpUHATHS mnpoduaakTrueckux mep [48, 50].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 1)

- PexomenayeTcsi IpOBEJACHHUE EKTPOKAPIUOTPAMMEI TAlieHTaM co BceMu popmamu ['OA
JUTSI CBOCBPEMEHHOTO BBISIBIICHHUS MMATOJIOTHU CEPACYHO-COCYIUCTON cuctemsl [4,5, 45, 16,
83].

YpoBeHnb yoeauTeabHOCTH 10Ka3aTebeTB C (YPOBEHD JI0CTOBEPHOCTH PEKOMEHIAIHH — 5)

- Pexomenayercsi nmpoBejicHHE dXOKapanorpaduu mamreHTaMm co Bcemu dopmamu I'DA 1o
NoKa3aHusM W npu u3MeHeHusXx Ha DK 11 CBOEBPEMEHHOrO BBISBJIEHHS IATOJOIHH
cepeuHo-cocyaucToi cuctemsr [4,5, 45, 16, 83].

YpoBeHb yoequTeIbHOCTH 10Ka3aTesibeTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEH AU —5)

- PexoMenayercsi  TpoBeIeHHE  JIOTIOJIHUTENBHOTO  AKCIEPTHOTO  YJIBTPa3BYKOBOTO
uccleIoBaHue TuIoAa >keHimuHaM ¢ ['@A mpu OepeMEeHHOCTH € IeNbl0 HCKIIOYECHUS
BPOXJEHHBIX AaHOMAJIMK pa3BUTHs IUIoAa Ha cpoke 15-16 Hemens u 25-26 Henmend
Oepemennoctu [29, 72-74].

YpoBeHb yOeIUTEILHOCTH 10KA3aTeJILCTB B (YpoBeHb 10CTOBEPHOCTH peKOMeHAauu —2)

KommenTapuu: npu wmamepunckoti @KY npogooumcsa ckpuHuHzo80e yibmpasgyKkogoe

uccnedosanue npu cpoxkax oepemennocmu 11-14 wnedenw, 18-21 wnedemro u 30-34 nedenu

(coenacno Ipuxazy Munucmepcmea 30pasooxpanenuss P@© om 1 nosops 2012 2. Ne 572u "O6

ymeepacoenuu llopsioka oxazanus MeOUYUHCKOU NOMOWU NO NPOQPUIIO «AKYUWEPCMEo U

CUHEKOLO2USLY), A MAKIHCe OONOTHUMENbHO 8 cpok 15-16 nedenv u 25-26 nedenv bepemennocmu.

2.5 UHble TUATHOCTHYECKHE HCCJICT0BAHMUSA

KOHCYJ'H)T&III/II/I CIICHHUAIMCTOB MOT'YT OKa3bIBATHECA IMMALIMCHTAM HaA PpPa3HBIX JTalax

OKa3aHHUs MEIULIMHCKOM moMoII1, B TOM 4YUCJIC B ICPUOJ JUATHOCTUKHU 3a00JIeBaHUs.

- PexomMeHn10BaHO TipueM Bpaya- FTeHETHKA MAIIEHTaM C YCTAaHOBJICHHBIM nuarao3oM ['DA ¢
HEeNbI0 KOHCYJIbTUPOBaHMs (COOp aHaMHe3a W Kajo0; COCTaBICHHE pOJIOCIOBHOM;
BU3YaJIbHOE HCCIICJIOBAaHUE C TPOBEICHWEM aHTPOTIOMETPUH: HW3MEpEeHHE pOCTa, Beca,
OKPYKHOCTH TOJIOBBI), HA3HAYCHHSI M KOPPEKIIUU TUETOTEPANHH, OCYIIECTBICHUS KOHTPOIIS
3a aJICKBaTHOCTHIO e¢ BhINoJHeHUs [16].

YpoBenb yoeautebHoCTH pekoMenaanun C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 5).
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KommeHnTapuu: nepsuunoe obcredosanue nayuenma OOaAHCHO ObIMb NPOBEOEHO He N030Hee 3
Hedenb JcusHU pebdenka. Onmumanvuas dacmoma HAONIOOEHUS, CO2LACHO e8PONelCKUM
PEKOMEHOAYUSAM:

- 6 o3pacme 00 1 eo0a — He pedce 1 pasza 6 2 mecsaya

-c 1200a 0o 12 1iem — e peoice 1 paz 6 6 mecsyes

-c 1200 18 ntem — me pesice I paza 6 6 mecsyes

- cmapuie 18 nem — ne pesice 1 paz 6 200

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

Coenacno mHenuto paboueti 2pynnvl poCCUUCKUX IKCNEPMO8, 1enecoobpasHo nposooums
bonee uacmoe HabOOeHUe nayueHmos 6 gozpacme 0o 1 cooa — He pedxce I paza 6 mecsay, ¢ 1
eo0a — me pedice I paza 6 3 mecsaya, y 6epeMeHHbIX — 8 3A8UCUMOCU OM CPOKA 2eCmayuul, He
peace Ipas 6 2 Hedenu
Ecnu smo ne mooicem 6vimov 6b1nonHeH0 68U0Y YOAIEHHOCMU MeCmad JHCUmenbcmea pebeHKa, ¢
RAYUEHMOM OO0IHCHA ObIMb HALANCEHA METeKOMMYHUKayUuoHHas ces3vb [16].
s nogvluenus KOMRAAEHMHOCMU ¢ 3aKOHHbIMU npedcmasumensamu pebenxa ¢ I DA 6o3modxcHo
3anoaHeHue UHGHOPMUPOBAHHO20 CO2NACUS O HEOOX0OUMOCMU COON00eHUs. mpebosanull 8payd u

neuenust (Ipunoosicenue I6).

* PeKOMeH}lOBaHa KOHCYJIbTallM Bpada- ICHCTHKA ITOBTOPHAA MalMCHTaM € YCTaHOBJICHHBIM
nuarao3oM DA ¢ 1enbio pa3bsCHEHHUS pe3ybTaToB J1abopaTopHOro TecTupoBanus [16].

YposeHb yoenureqbHocTH pexoMenaanuu C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5).

- PexoMeHn10BaHa KOHCYJbTAIlM Bpada-AueTosnora (pu MepBUYHOM OOCIEOBaHUU U J1ajiee
He peke | pasa B TOA) NAlMEHTaAM C YCTAHOBJICHHBIM juarHo3oM ['DA s
JIOTIOJTHUTEIBHOM KOpPEeKInH auerorepanuu [16].

YposeHb yoenureabHocTH pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 5).
KommenTapuu: xoncynemayusi épava-ouemono2a nokazaHa nayueHmam ¢ yeivlo OKA3aHus
CReyuanu3upoBaHHol MeouyuHckol nomowu. Eciu 6 wmamnom pacnucanuu omcymcmeyem

epalt-c)uemwzoe, KOHCYT1bmuposarnue no duemomepanuu npoeo@um epay-ceHemuK

- PexoMeHI0BaHa  KOHCYNbTAallUs ~ Bpada-JUETOJIOTa  INOBTOpPHAas  MAallMEHTaM  C
YCTaHOBJICHHBIM Juaruo3oM ['DA st onieHkH 3¢ GeKTHBHOCTH qureTh [16].

YpoBenb yoeauTebHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D).

*  PexomeHna0oBaHa KOHCYJIbTAIMS Bpaya-lequarpa ATSIM C YCTaHOBICHHBIM nuarHo3om [' @A
KaXIble 6 MECSIEB sl OLEHKH OOIIEr0 COCTOSIHUSI 3/IOPOBBbSI U ONPECNICHUS TaKTHKH
nanbHeiei repanuu [16].

YpoBenb yoeauTeabHOCTH pekoMenaanun C (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — D).
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- PexkomeHnjoBaHa KOHCyJbTallUsd Bpadya-TepaneBTa g ManueHTa crapmwe 18 jer ¢
YCTaHOBJICHHBIM AuarHo3oM ['PA kaxkapie 6 MecsleB A OICHKH OOIIEro COCTOSTHHS
3JI0POBBSI U ONPEICIICHUS TAKTHKHY JajibHeie Tepamnuu [16].

YpoBenb yoeauteabHocTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — D).

- PexoMeH0BaHA KOHCYJIbTAllUS Bpaya-TeHETHKA NalMeHTaMm crapme 18 Jjer ¢
YCTaHOBJICHHBIM JuarHozoM ['@A c menbio 00CYXKIEHHS BOMPOCa O HEOOXOJAUMOCTH
npoBenenus: JIHK-tectupoBanus mapTHepy, JaHbl PEKOMEHIANMU IO TPeIrpaBUaapHON
MOJrOTOBKE Iepe/l IJIaHUPOBaHKeM OepemenHoctu [72-74].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1auun B (ypoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB 3).

- PexomennoBaHo manueHTam ¢ ['@A KoHCymbTamus Bpada-KapIuoJIora/Kapauoiiora
JETCKOTO W KapJauoJIoTMYecKoe oOclieloBaHMe, BKIIIOYAOIlee 3Xokapauorpaduio (mpu
MEPBUYHOM OOCIIEIOBaHUHM M Janee Mo TMoka3aHusM npu u3MmeHeHusx Ha OKI), mus
CBOCBPEMCHHOTO BBISBJICHHSI W/WJIM MOHUTOPHHTA KAapAUOJOTUYCCKUX HM3MCHCHHU
[4,5,16,45, 83].

YposeHnb yoenureqbHocTd pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

- PexomennoBano mamuentam ¢ ['@A 1O TOKa3aHUSAM ~ KOHCYJIbTallusl — Bpaya-
KapAMOJI0Ta/KapAuoJIora JETCKOTO MIOBTOPHAS JUIsl OIICHKY BBISIBJICHHBIX KapIUOJIOTHICCKUX
U3MCHEHHIA U pelieHus Bonpoca o tepanuu [4,5,16,45, 83].

YposeHnb yoenureabHocTi pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5).

*  PexomenpoBano nanuentam ¢ '@A no nmokasaHusIM KOHCYJIbTAIUs Bpada-HEBPOJIOra s
CBOEBPEMEHHOTO BBISIBIICHUS M/WJIM MOHUTOPUHTA HEBPOJOTHUECKUX U3MeHeHui [ 16].

YposeHnb yoenurenabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

+  PexomennoBaHo mamueHtaM ¢ ['@A 1o mMoKa3aHMSIM KOHCYNbTallMsl Bpada-HEBPOJIOTra
MOBTOPHAS C IETBI0 KOPPEKIIMH BBISBICHHBIX HEBPOJIIOTHUECKUX H3MEHEHHUH U OTIPEICIICHUS
JaTbHEHIeH TakKTUKH JieueHus [16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJbCTB — 5).

- PexomennoBaHo Bcem mamueHTaM ¢ ['@A ocMoTp BpadomM-odTambMoOIOroM (mpu
nepBUYHOM 0OCTIeZIOBaHUY U Jlajiee He pexe 1 pa3a B 3 Toja), BKIIOYAONIINI 00cejoBaHNe
rJ1a3HOTo JHA (0(hTaTbMOCKOITMH) C 1IeIIbIO BBISBIICHHUS TJIa3HOW naTtoyioruu [16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5).

* PeKOMeHlIOBaHa KOHCYJIbTallA Bpadya-raCTpOSHTEPOJIOra nmanrueHTaM ¢ YyCTaHOBJICHHBIM

IUArHO30M TOA pH HaJIn4uA OKa3aHui c EIbI0 BBISIBJIICHUS
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racTPO3HTEPOJOTHUYECKUX HAPYIIEHUN W OMpeNeieHUs AajbHEiIIeld TaKTUKH JIeUeHUS
[16]
YpoBeHnb yoenuTebHOCTH pekoMeHaanun C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeIbCTB — 5).

- PexkomenmoBaHa KOHCy/IbTalUs Bpaya-liCUXHAaTpa MalUEeHTaM C YCTAHOBJIEHHBIM
nuarao3oM 'DA jyist OLleHKH TICUXHATPHUUECKOTO CTaTyca IPU HAJTMYUHU ToKa3aHuil [16]

YpoBeHnb yoenuteabHOCTH pekoMeHaamun C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeIbCTB — 5).

- PexoMeHaoBaHa  KOHCyJbTauus  Bpada-IICUXHWaTpa  IOBTOpHAas  IMAalMEHTaM  C
YCTaHOBJICHHBIM auarHo3oM ['®A 1o mnokasaHusM Uil  KOPPEKLMHM  BBIIBICHHBIX
NICUXHATPUYCCKUX HAPYIICHUI U OTpEIeNICHHs JalbHEHIIeH TaKTUKY JieueHus [16]

YposeHnb yoenurenbHocTn pekoMenanuu C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 5).

- PexoMeHI0BaHa KOHCYJIBTAIIUSl MEJIUIMHCKOTO MCUXOJIOTA MAIUCHTaM C YCTaHOBIICHHBIM
nuarHo3oM ['A mist OICHKM W KOPPEKIUHU MCUXOJIOTUYECKOTO COCTOSIHHSI U TICHXOJIOTO-
IeIaroruyeckoro conpoBoxkaeuus cembu [30, 51, 52, 77].

YpoBeHb yoeIuTeIbHOCTH PeKOMeH1aluu A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB — 2).
KommenTapuu: nayuenmam Heob6xooumo mecmupogarue no YmeepiCoOeHHvlM MemoouKam ois

0np€a€ﬂ€Hl/l}l UHMENIEKMYAIbHO2C0 PA36UNITUAL.

- PexoMeHI0BaHA KOHCYJbTAIlUs MEIUIIMHCKOTO IICHXOJIOTA TIIOBTOPHAs TAIMEHTaM C
YCTaHOBJEHHBIM AuarHo3oM ['DPA mpu HamWyuM TOKa3aHUM IS TICHUXOJOro-
HeIaroruueckoro conpoBoxaeHus cembu [30, 51, 52, 77].

YpoBeHb yoeIuTeIbHOCTH peKOMeH1aluu A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTEJILCTB — 2).
KoMMeHTapuu: ncuxonocuyeckas nomowb RAYUeHmam Modxrcem nompedosams Kypc 3aHsmuti—

6 3asucumocmu om quueudyaﬂbelx ocobennocmell nayuerma u cemvu.

+  PexomennoBano namuentam ¢ ['®A koHCynbTanuss Bpada-cypAoJiora MO MOKa3aHHSIM C
IeTIbI0 MCKITFOUCHUS] HApYIICHHsS CIyXa y peOeHKa C 3aJlepKKOW TEMIIOB ICHXOPEYEBOTO
paszButus [88].

YpoBeHb yoenuTeIbHOCTH peKoMeH1anun B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 3).

- PexomennoBano mnanueHTaM ¢ ['DA KOHCyJbTalUMs  Bpaya-IepMaToiiora ¢ IO
JUArHOCTHUKU TATOJOTMH KOXKHBIX IOKPOBOB M TOAOOpa PalMOHAIBHOTO JICUCHHS MpPU
HAJTMIHMU TIOKa3aHui [78].

YpoBeHb yoenuTeIbHOCTH PeKOMeH 1Al A (YPOBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3).

*  PeKOMEHJ0BAHO IallUEHTaM C I'oA KOHCYJIbTallu Bpada-oHAOKPUHOJIOTa C MECJIbIO

YTOYHEHUS HApyIICHUS QYHKIUH SHIOKPUHHON CHCTEMbI TPU HATWMYUK TOoKaszaHui [3, 84,

85].

29



YpoBenb yoenuTeabHOCTH pekoMenaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

- PexomennoBaHo manueHtaM ¢ ['DPA koHCynbTamwsi Bpada-pU3MOTEpaneBTa C IICNBIO
COCTaBJICHUS IJIaHa (PU3MOTEPANICBTUYECCKUX TPOLIEAYP MPH HATMYKH MTOoKa3aHuii [86].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauun B (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2).

- PexomennoBaHo xeHmuHaM ¢ ['@A Bo Bpemsi OepeMEHHOCTH HAOIIOJICHUE Yy aKyliepa-
THMHEKOJIOTa U Bpaya-TeHEeTHKA C LENIbI0 KOPPEKIMK Tepanuu u KouTpois A kposu [29,72-
74].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuu B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2).

+  PexomennoBaHo peOeHka ¢ cuHapoMoM MaTtepuHcKoil @KV HanpaBisTe K Bpaya-reHETUKY
C L1€JIbI0 KOHCYJIBTUPOBAHUS, ONIPEeNICHHs TAKTUKHU 1000CIIeI0BaHMsI U PELIEHUs BOIIPOCa O
JHK-muarnoctuke [29,72-74].

YpoBeHb yoeIUTEILHOCTH peKoMeHaauu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2).

3. JleueHue, BKJIOYAsI MeITMKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 TepaInuu,
AMETOTEPaANuIo, 00e300,1uBaHNe, MEAMIUHCKUE IOKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

OcnosHas yenv neveHus — HOPMAIbHOe HeUPOKOZHUMUSHOE U (usuyeckoe pazeumue, d
maxaice NCUXOCOYUANbHAs adanmayus nayueuma. Jhyuwum cnocobom oocmudxicenuss Smou yeau
ABNAEMCSL CHUJICEHUE U De2YNAPHbILL KOHmMpoab coodepocanus DA 6 kposu nayuenma I'DA u
cmpemienue coXpansams 2Mom noKazameib 8 YeieeoM mepaneemuieckom ouanasone. Beoenue
nayuenmos ¢ [I'@A npednonazaem MyTbMUOUCYUNIUHADHBIL NOOX00 C 0083amMelbHbIM
yuacmuem 2eHemuKos, OUemoso208, mepanesmos, neouampos, Hes8poaI0208, Kapouolio2os,
2aCcmMpoIHmMEPONI0208,  MEOUYUHCKUX — HCUXON0208,  NCUXUAmMpO8,  ¢husuomepanesmos,
9HOOKPUHONI0208 U 8payell Opy2ux CReyuarbHoCmell, UMeIowux onvlim & JeYeHUuu 3mo2o peoKo2o

3abonesanus [16].

- PexomeHnayercsi BceM MallME€HTaM Ha4YMHATh JUETOTEPAIMIO0 C OIPAaHUYEHUEM IHIIEBOTO
DA Kak MOXHO paHblle (10 3-X HeJeNlb XKU3HU) TOCJe YCTAaHOBJIEHHUS JAMAarHo3a, YTOOBI
NpeI0OTBPATUTh MOBPEKICHHE IICHTPAIbHOW HEpBHO# cuctemsl [16, 17, 18, 96].

YpoBeHb yoenuTeJIbHOCTH peKoMeHAanun B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 3).
KoMMeHTapumM: 00abWunCcmeo Cneyuaiucmos cuumaem, umo JiedeHue HOBOPOHCOEHHbIX

credyem Hawunamos 00 Odocmudicenus eospacma 10 oweu [16]. Yuumwisas, umo 3adeporcka
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Hauana neyeHus Ha Kasxcovle 4 nedenu npusoouna Kk cHudxcenuio nokasamensa 1Q npumepno na 4

banna [18], yerecoobpasno nawuname neuenue ne nozoHee 3-x Hedeib HCUZHUL.

- Pexomenayercss BceM MalMeHTaM HayMHaTh JieYeHUE, Korja KoHieHTpauus PA B KpoBHU
>360MKMOIIB/11 UTOOBI N30€KATh OTPUIATETLHOTO BO3EHCTBHS MOBBIIIEHHOTO COACPKAHMUS
®A u ero MeTabOJIUTOB HA HEPBHYIO cucTtemy [4, 16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEeNbCTB — 5).
KomMmeHnTapuu: ne credyem naznauams nedenue paHee HeledeHbiM NAYUEHMAM, UMEOUWUM
konyeumpayuro @A kposu <360mxmonv/1. Heobxooumo ocywecmenamo pecyisapHulii KOHMPOb
DA kposu y smux nayueHmos O0is moeo, umoodwvl npu nosviuienuu yposus DA eospems

HasHayums aeyerue [16].

+  PexoMeHayercsl MOXM3HEHHOE NpPOBEAEHUE AMeTOTepanuu BceM mnaunueHTam ¢ [DA ¢
LENBI0 NPOPUIAKTUKU IMOBPEXKIECHUM LEHTPaJbHOW HEPBHOM CHUCTEMbl U YIYYIICHHS
colanbHoM agantamuu [17].

YpoBenn yoenureabHocTH pekoMenaanuu C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).
KommenTapum: uccredosanus nokazanu, umo noooepaicanue konyenmpayuu PA kpoeu nudice
360 mxmonv/n y nayuenmos ¢ podxcoenus 0o 12 nem u 400-600 mkmonv/n y nayuenmos cmapuie
12 nem u 63pocvix no360.Ji1em coxpaHums y0061emeopumenbHoe HelupoKOZHUMUBHOE pa3eumue,
A0EKBAMHYI0 CKOPOCMb 80CHPUAMUSA UHPOPMAYUU U COXPAHEHUE NCUXOCOYUATbHBIX YHKYUl. B
CBA3U C IMUM PEKOMEHOYEMCS NONCUSHEHHOE NPOGedeHUe NeHeHUs, 8 MOM YUCLEe NONCUSHEHHOE
cnedoganue  OuemMudecKUM  O2PAHUYEHUAM ¢  UCHONb30BAHUEM  CReYUANUIUPOBAHHBIX

3amenumeretl 6eiKa, UCMOYHUKO8 6UMAMUHO8 U MuHepanog [19].

3.1 KoHncepBaTuBHOE JIeUEeHHE

3.1.1 Iluerorepanus

*  Pexkomenayercs s nauueHToB ¢ DAl -3aBucumoirt 'GA HazHayeHUE MATOrC€HETHYECKU
000CHOBAaHHOH THNO(EHNITATaHUHOBOM TUETHI C 1IeJIbI0 OorpaHuyeHust nocrymieHuss @A c
numieii [20].

YpoBensb yoenutelbHOCTH pekoMeHaanun C (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5).
KommenTapum: ouemomepanusa ocnosana Ha pe3kom ozpanudenuu @A 6 payuone nayuenmos
3a cuem UCKIIOYEHUs 6bICOKOOENKOBbIX NPOOYKMO8 U UX 3aMeUjeHUuU Cneyualusupo8aHHulMu
JeyeOHbIMU NPOOYKMAMU, YACMUYHO UIU NOAHOCMbIO TuuieHHbiMu DPA. U3 payuona numanus
bonvHoco I'PA ucknouarom HamypanrbHvle RPOOYKMbL NUMAHUSA C BbICOKUM COOEPIHCAHUEM

benrka (coomeemcmeenno, u ®A) — mAco, MACONPOOYKmul, pblOy, pblOONPOOYKMbL, MEOPO2,
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atiyo, 600086vie, opexu, Wokoaao u op. /Jonycmumole 8 Oueme HAMypaivbHvle NPOOYKMbL 86005M
8 PAYUOH 8 COOMBEMCMBUU C NOOCHemoM codepaicaujecocs 8 HUX DA.

Jlna oemeii 2pyonozo eospacma (c poyxcoenus 00 12 mecaues) x Oonycmumvim
NPOOYKMAM OMHOCAMCS HCEHCKOe MOJIOKO, OemcKue MOJLOUHbIe CMECU, 080WU, (DPYKMbl U
HeKomopwle NPoOYKmMbl NPUKOPMA ¢ HUSKUM cooepaicanuem Oenka. TIpukopm 6600umcs 6 me ice
CPOKU, YMO U 300p08biM demsm (¢ 4 00 6 mecayes), HO Npu MOM UCNOJLIYIOMCS NPOOYKMbL
MONLKO C HUSKUM COOepHCaAHUeM OeaKa ¢ y4emom moiepanmHoCcmy nayuenma K HamypaibHOMy
benxy/penunananuny [21]. [nsa xomnencayuu 6e1k06020 KOMNOHEHMA NUWU UCHOLb3YIOM
CReyuanu3UpoOBaAHHble AMUHOKUCIOMHble cMecu 0Oe3 DA, coanancuposanHvle nO COCMABY
Hanooobdue adanmuposanHvlx 0emcKux Moaounblx cmeceil. (cm. llpunosxcenue I'7).

B oOueme nauyuenmoe cmapwe 1 200a, Kax npasuno,  UCHOLL3YIOMCA
CReYUuanu3UpOBaAHHble AMUHOKUCIOMHble cmecu 0e3 DA ¢ borvuum Koauuecmeom Oeikda,
obocaujeHHvie BUMAMUHHO-MUHEPATbHBIMU KOMAIIEKcamMu. B cmecsix, npeonazHauenHvlx O/
Odemetl 8 6o3pacme om 1 0o 8 nem, mozym npucymcmeosams 8 00CMAMOYHOM KOAUYecmee
Venegoobl U Heupsvl. Mo 0dem 803MOHCHOCIb UHOUBUOYATILHO20 NOOOOPA 1e4edOH020 NPOOYKma
8 3aBUCUMOCMU OM HYMPUMUBHO20 CMAMYcd NAYUEHMO8, OYHKYUOHATbHO2O COCMOSHUSL
AHCENYOOUHO-KUUEUHO20 MPAKma U nuujesvlx npeonoumernutl. Kpome moeo, ykazanuvie cmecu
AMUHOKUCIOM, 8 MOM 4Yucie U cmecu O Oemell NEPEO20 2004 JHCU3HU, KaK Oonee
cOANaHCUpoBanHble NO COCMABY, MO2YM NPUMEHSAMbCA MaKice y NayueHmos boiee cmapuieco
so3pacma u Oepemennvix dncenwyurn ¢ I'@A npu cocmosiHusix, 00YCI061EHHbIX 3a001€6AHUIMU

DfCeJZy00llH0'KMW€HH020 mpakma u HenepeHoCuMOoCniblo HEKOnopsvlx NUULEBbIX npodykmoe.

- PexomeHayercsi Ha3HayeHHE CHEIUAIM3HPOBAHHBIX MPOIYKTOB JIEYEOHOIO MHUTAHUS
(amuHOKHCHOTHBIE cMmecu 0Oe3 DA) manmeHTamM BceX BO3pacTHBIX TIpynn ¢ ['DA,
TPeOYIOLUIMM JUETOTEepanuio, ¢ LeIbl0 KOoppeKuun ypoBHS PA M ymydlleHUs KadyecTBa
xwu3uu [20-23, 89].

YposBeHb yoenurenbHocTH pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH /I0KA3aTEIbCTB — 5).

- PexomeHayercsi Ha3HaUCHUE HU3KOOCIKOBBIX NMPOIYKTOB IMUTAHUsS IMallMEHTaM crapiie |
roga ¢ DA ¢ 1enpi0 KOPPEKIMH SHEPTeTUISCKON IIEHHOCTH JieueOHOro paimona [20-23,
89].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anun B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 2).
KomMmeHTapum: HasnauyeHue HU3K0OEIKOBbIX NPOOYKMO8 NOKA3aHo Oemsm nocie 1 e2oda u
oanee-ecem nayuenmam ¢ I'@A. Cnucok Huzko0enkosvix u 6e30e1K08biX cneyuaru3uposanHbIx
NPOOYKMO8, 3apecucmpuposanusix na meppumopuu Poccutickoti @edepayuu - npunodxcenuu 8.

Jlaunvivu npodykmamu numanusi (HUK300e1kosble u beszdenkosvie) nayueHmsl 00ecneyu8amcs
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coenacno Illocmanosnenuro Ilpasumenvcmea P® om 30 wwna 1994 2. N 890 "O
20CY0apCmeenHol No00epICKe Pa3eumusi MeOUYUHCKOU NPOMBIUICHHOCIU U VIYYULeHUU
obecneyeHuss HaceleHUss U YupexcoeHul 30pasooXPaHeHUs NeKAPCMEEHHbIMU CPeOCMBaMu U

U30enUAMU MEOUYUHCKO20 HA3HAUeHUs" (C usMEeHeHUAMU U OONOIHEHUAMU).

- PexomeHayercst TpH WHHIMAIMHA JIWETOTEPAIIMH TUTPOBaTh KoiaudecTBO DA mwim
(HaTypabHOTO O€JIKa) BCeM MalueHTaM 1o KOHTposeM MDA KpOBH 0 MOTYUEHHs ETEBBIX
TEpaneBTHYCCKUX 3HAUYEeHUH [22].

YpoBenb yoeauTeabHOCTH pekoMeHaanun C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 5).

+  PexoMenayercsi mpu pacyerax NMUTAHUS OPUEHTHPOBATHCS HA HOPMBI (PH3HOIOTMYECKOM
MOTPEOHOCTH B OCHOBHBIX HYTPHUEHTAX IS 3JOPOBBIX JCTEH Pa3TUYHBIX BO3PACTHBIX TPYIIIT
U B3pOCIBIX C IIENbI0 00eCHeueHHs] aJIeKBaTHOTO (PM3UYECKOTO Pa3BHTHUS U CHUKCHUS
puCKOB HyTpuTHBHO# HemoctarounocTr [23] (ITpunoxenue I'9).
YpoBeHnb yoenurenabHocTH pekoMenaanuu C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5).
KoMMeHTapuu: donyckaemcsi ymenvbuleHue Koauuecmsa cymoynoz2o beaxa (no ne bonee 10%) 6
OCHOBHOM 34 cuem 6eKa AMUHOKUCIOMHOU CMeCU 8 3a8UCUMOCTU 0N MOLEPAHMHOCIIU K NULye
U K enunananuny, a maxdxice om QUIUYECKOU AKMUBHOCMU NAYUEHMA U COCMOSHUSL €20
HympumusHozo cmamyca [19, 24].
Fbenok 3a cuem ecmecmeenubix NPoOYKmMog 8 oueme paccuumvl8aemcs UCXoos U3 OONYCmMUMbIX
cymounwix xoauvecms @A ¢ yuemom, umo 1 e beaxa cooepoicum ~50 me @A. B 3asucumocmu om
nepenocumocmu  nuwesoco DA odonycmumoe u 6e30naAcHOe €20 KOIUYECmEo 6 CYMKU
cocmaensiem om 90 0o 35 me/ke maccvt mena 0ns demell nepeoeo 200a Hcuzuu. B numanuu
Odemetl cmapwe 1 2o0a, a makdce NOOPOCMKO8 U B3POCIAbIX Oonycmumoe Koaudecmeo DA
nocmenenno cuuxcaemcs ¢ 35 oo 10 me/ke maccer mena pebenxa (Ilpunoscenue 110,
npunoxcenue I'l1). Taxoice 6 npoyecce neuenuss onpeoeisiemcs Cymoinas moiepaHmHocms K
NUWEBOMy  (DeHUNANanuHy, KOMOpas 3d6UCUm Om CMeneHu nopaxjceHus gepmenma

qbeHuﬂaﬂaHuﬂeudeKcuﬂa%l u eozpacma nayuenma.

Pexomenayercsi BceM TAIlMCHTaM TPH OPTaHU3AINH JACTOTEPAIIUH JUIS €€ ONTHMH3AINH
VUUTHIBaTh KIIMHUYECKYIO (opmy 3a0oiieBaHus, ypoBeHb DA B KpOBH, BO3pACT, IO,
HYTPUTHBHBIN cTaTyC (PU3ndecKoe pa3BUTHUE), TOJIEPAHTHOCTH K MHUIEBOMY (heHUITATIaHUHY,
konmnuecTBO DA W HATypallbHOTO Oelnka, MOMyd4aeMOoro C MHUIINEH, KOTUYECTBO OCHOBHBIX
MUINEBBIX BEIIECTB U SHEPTUU B JieueOHOM paruoHe [21, 23, 25, 26].

YpoBeHb yoeauTeIbHOCTH peKkoMeHaanuu B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 4).
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KommenTapuu: npu nasnauenuu ouemvl 6ajxceH UHOUBUOYATbHBIUL U OUuphepeHyuposanmviil
HOOX00 K UCHOIb308AHUIO CREYUATUIUPOBAHHBIX U HAMYPATbHBIX NPOOYKIOE COOMBEMCMEEHHO
803pacmy nayuenma.

Jna nayuenmos I'@A nesasucumo om ux 603pacma coXpaHsemcs 3anpem Ha npooyKmol,
Haubonee Oocamvie EHUNANAHUHOM, MaKue KAk Msco, pvlba u uzoenus u3 Hux. T1eopoe,
meepovle cbipbl, 00008blE, KYPUHbBIE AUYA, OPEXU MO2YM 8 02PAHUYEHHOM KOIUYeCmee 6X00Uumy 6
PAYUoOH NAYUeHmos cmapuieco 603pacma C Y4emom moiepaHmuHocmu K genunaranuny. He
pexomenoyemcs ynompeonenue nayuenmamu ¢ I'@PA npooykmos gacmgpyo, eazupoeaHHwvlx
Hanumko8 ¢ noociacmumensimu (acnapmam uau nuwesas oodvaska E951), codepocawux
Genunananun.

Takmuxka Ouemomepanuu npu  CONYMCMEYOWUX  3aD0NE6AHUAX  (BbIPANCEHHAS
eunepmepmusi, UHMOKCUKAYUSL, PA3TUYHbLE OUCNENCUYECKUE SBTIeHUs), a MAKce Npu OMKAa3e om
npuema  AMUHOKUCIOMHOU CMecu 3aKauaemcsi 6 KpamxospemeHHom (wa 2—3  OHs)
npexpaweHuu Ouemomepanu ¢ 3aMeHbIX 1e4eOHbIX NPOOYKMO8 HA HAMYPAlbHbLE C HE8blCOKUM
cooepacanuem oenka. Ilocne cmuxanus ocmpozo nepuooa 601e3HU 8 payuoH 8HO8b B800UMCS
CReyuanu3UpPOBaAHHbLIL NPOOYKM, HO 3a 601ee KOpOMKUL nepuood, yem 6 Hauane nedenus. Eciu
nayuenm ¢ I'@A ne omxazvieaemcst om nuwu 80 epems OONe3HU, MO JeYeHUe CONYMCMEYIOUUX
comamudeckux 3a0601e8aHUll NPoBOOUMCA NO  OOWENnpUHAmMOU cxeme U He mpebyem

npekpaujenusi Ouemomepanuu.

- He pexomenayercsi nanuentam ¢ ['@A ynorpebineHne MeIWKaMEHTO3HBIX IpeNapaTos,
OMONMOTMYECKH aKTUBHBIX J00aBOK, coxepxammx @A wiM ero NpOU3BOJHBIE,
HojicTaacTUTeNb acnapram [87].

YposeHnb yoenurenbHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —5).

3.1.2 MeauKaMeHTO3HAH Tepanus

. Pexomennyercs Ha3HA4YCHUE NaTOT€HETUYECKU 000CHOBAHHOTO JIeYeHUs
cuHTeTHueckuM aHanoromM BHy (canpontepun™* (A16AX)) nauuentam ¢ DA, o0ycnoBieHHON
HEJO0CTaTOYHOCThI0 BHa, ¢ 1enpio mpenoTBpaiieHus TSHKEMbIX HEBPOJIOTHUYECKUX HapyIICHUN
[16, 97, 98].

YpoBeHb yoeauTeIbHOCTH peKOMeHAauu A (YpOBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB —1).

KommenTapuu: 6 sagucumocmu om ¢popmvl I @A canponmepun™™ ucnonvsyemcs ¢ komniexce ¢
ouemomepanuei unu 6e3 nee (I[lpunoocenue ['12). Hauanvnas 0o3a canponmepuna™*y
nayuenmos ¢ Hedocmamoyunocmvio BH4 cocmasnaem om 2 00 5 me/ke maccel mena npu npueme

1 pa3z 6 denw. /lo3a moscem dvimsb ygenuuena 0o 20 me/ke maccol mena 6 Oenw. s docmudiceHus
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ONMUMANTLHO20 Mepanesmuyecko2o 3ggexma cymounas 003a npenapama modxcem Ovlmb

pasoenena na 2 unu 3 npuema 6 meuerue OHsl.

. Pexomenayercsi HazHauaTh JONAMUHEPTMUYECKHE TMIperaparbl, MNpeIIICCTBEHHUKH
CEPOTOHMHA B KOMIUIEKCHOM JiedeHun mnanueHToB ¢ BH4 nedunmrapiMu 'OA ¢ nensio
KOPPEKIMH IKCTPATUpaMUIHOT0 cuHapoma [5, 6, 27,28]

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH I0KA3aTEeNbCTB — 5).
*%
KomMmenTapuu: nasnauaromes npenapamsl nesooonvt (10—15 me/ke ¢ cymku) 6 couemanuu ¢

*%

kapouoonou (8 Oosuposke 1—1,5 me/ke 6 cymku), npeouecmeéeHHUK CepomoHuHa 5-

euopokcumpunmodgan (10 me/xe 6 cymku). Taxoce naznauaemces S-chopmunmempazudpogonam

(kanvyus orunam ) 6 cpedneil 0oze 25 me/cym. B nexomopwix cuyuasx mpedyemcsi ouema c

oepanuuenuem DA u naznauenuem goauesou kuciomol u ee npouzeoonsix (Ipunoscenue I'12).

- PexomeHnayercsi MeIuKaMEHTO3HAas Tepamus camnpontepuHoM™* mamueHtam ¢ DAT-
3apucumort ['@A, uMmeromuM 10 JiedeHus KoHIeHTpanuio @A KpoBu Beiie 360 MKMOJIB/I,
MIPOJIEMOHCTPUPOBABIIIMM TTOJIOKUTEIBHBIA OTBET HA TECTUPOBAHUE CAIIPONITEPUHOM B BHJIC
CHI)KeHHsST KoHLeHTpauud OA KpOBH U TOBBIIMICHUS TOJEPAHTHOCTH K TMHILIEBOMY
(eHMITATaHUHY C [IENIBI0 PACIIMPEHUS TUEThI M MOBBINICHUS Ka4eCTBa KU3HH MarueHTa [27,
28].

YpoBenb yoenuTebHOCTH pekoMeHaanuu C (YpoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB —2).
KomMmeHnTapuu: mecmuposanue nomeHyuaibHou 4y8CmeumenbHOCmMu K npenapamy u jiedyeHue
canponmepuHomM™™ npogooum u KOHmMpOaUpyem 8pay, KOMOpblll OCyujecmsisiem maxdice
Habooenue nayuenmos ¢ I @A (cxemvl mecmuposanust Ipunoscenue 1'13).

Omeem Ha JneueHue npenapamom Ccanponmepun™* oyeHusaemcs no CmeneHu CHUNCEeHUs]
koHyenmpayuu @A 6 Kposu nayuenma npu coOMOOeHUU CMadUIbHOU SUNOQeHUNAIAHUHOB0U
Oouemvl. [layuenm cuumaemcs 4y8CmeUmenvbHoviM, eciu pasHuya yposus DA, nonyueHno2o no
OKOHYAHUU NEepuooa OYeHKU omeema Ha JieueHue, U e20 UCXOOHO020 YPOGHS nepeod HAYAIOM

npuema npenapama cocmaensem 30% u 6onee.

- PexoMenayercs nmpoBeznenue 48-uacoBoro Tecra nmanMeHTaMm crapiie 1 roga, HoJpocTkaM u
B3pOCJBIM C LENbIO OIpEJeIeHUs] YYBCTBUTEIBHOCTH K JICYEHHUIO CANPONTEPHUHOM™™ U
MOJIyYEHUsI TOJIOXKUTEIHLHOTO OTBETAa B BHJI€ CHW)KEHMSI KOHIEHTpanuuu DA KpoBH H
MOBBIIICHHUS TOJICPAHTHOCTH K NHIICBOMY (peHunananuny [27, 28].

YpoBeHb yoenuteqasHoCTH 10Ka3aTeqbCTB C (YPOBEHD JOCTOBEPHOCTH PEKOMEHAANH — 2).
KoMMeHTapuu: npu nonyueHuu nonodcumenbHo20 omeema npoeooumcsi npobHoe neyeHue He

Mmenee 28 CYymoK u 60]166, 6 meyeHue Komopozco onpe()eﬂﬂemc;z CmeneHsb noevlUleHUA
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mojiepanmiocmu K nuuje6omy qbeHquanaHtu u ebzpa6aszeaemC}z oanvHeluas MmaxKkmuxa

neyeHus. BozmooicHo npoee()eyue mecmuposarnus 'y HOGOpOJfC'aeHHle nayuenmoe.

- PexomenayeTcsi IPOJODKATH TECTUPOBAHUE J0 7 CYTOK IMAalMEHTaM B CIydac MOTyYCHHS
OTPULIATENILHOTO OTBeTa 48-U 4acOBOTO TeCTa C IENIbIO ONPEENICHUs YyBCTBHTEIBHOCTH K
JICUCHUIO CaHpOHTepI/IHOM** U TOJYYCHHA IIOJOXUTCIBHOI'O OTBC€TAa B BHUAC CHMXXCHUA
KOHIIeHTpali A KpOBH U MOBBIIICHUS TOJIEPAHTHOCTH K MUIEBOMY (peHmnananuny [27, 28].

YpoBenb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH I0KA3aTENbCTB — 2).
KomMeHTapuu: y uekomopvix nayueHmos Habn00aemcs OmCPOYEHHbIU NOJONCUMETbHBI
omeem Ha JleyeHue canponmepuHom** (max Hazvieaemvle «no30HUe omeemuuxuy). Ilpu
HeobXo0uMocmu ONUmenbHas MeouKameHmosnas mepanus y nayuenmos I' @A, omeeuaowux na
JeyeHue canponmepuHom™®* cuuscenuem yposus ®PA 6 kposu, nposooumcs 6 KOMOUHayuu c
ouemou Npu UCHONb308AHUU AMUHOKUCIOMHBIX CMecel, KOIUYecmeo KOMOpbIX onpeoeisiem
epad.

C coenacusi nayueHmku 603MOJCHO NPOOOIICEHUEe Mepanuu CcanponmepuHom™* 6o epems

** naznauaiom  ocenwunam ¢ I'DA, y komopwvix panee Oviia

bepemennocmu: canponmepun
00KA3aHa YYBCMBUMEIbHOCMb K JIeYeHUIO CANnpOnmepuHoM™* unu mem, y K020 paHee

npoeodwzoczp Jneyenue OanHHbiM npenapaniom.

- PexoMenayercss BceM mNanMeHTaM TpueM NPOPHUIAKTHUECKOW 0361 BUTamuHa D
(manpumep, Koekanbidepoa™*; npu He0OXOAUMOCTH BMECTe ¢ KapOOHATOM KalIbIUs) C
eI TPOGHIAKTUKH ocTeoneHnu [16].

YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 5).

- Pexomennyercs nanuentam ¢ ['®A u xenezoneduuuTHOW aHEMHEH C TepaneBTHYECKOM
LEeNbl0 TPUEM IEPOPAIbHBIX IPENapaToB TPEXBAJIECHTHOTO >Keje3a, NMPU HEe0OXOIMMOCTH
BuTaMuHa B, (nanokobamamMuu**) [16].

YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5).

*  Pexkomenayercss y nmanueHToB ¢ '®A U cyaOpOXHBIM CHHIPOMOM C TEPANEBTUYECKON
HENbI0 MPUMEHEHHE CHUMITOMAaTUYeCKOH MPOTUBOCYAOPOXKHOM Tepamuu (Hampumep,
npenaparsl BaJbIPOEBONW KUCIOTHI**, kapOamazenuu**)  Ha (oHE MAaTOrCeHETHYECKOTO
neyenus [16].

Yposenb yoenuteabHocTH pekoMenaanun C (YypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5).

3.2 Xupypruueckoe JeueHue

XI/IpprI/I‘{eCKOFO BMeEIIATEILCTBA OOBIYHO HE Tpe6yeTC${.

36



3.3 Uuoe Jeyenune

3.3.1 O0yueHue

OOyuenue sBiIsIeTCS HEOTHEMIIEMOI YacThIO KOMIUIEKCA TEPANIEBTUUECKUX MEPOTPUATUI
npu 'PA u [IOMKHO TPOAOIKATHCS HA BCEM MPOTSHKEHUW 3aboneBanus. Jlevenue ['DPA
0053amenvHo  8KIIOYAem O0OyueHue CcamoKonmponto yposus DA, npunyunam ynpasienus
sabonesanuem (pacuemy ouemomepanuit).

- Pekomenayertcsi TpoBeIcHHE 00yYaIOIINX MEPOTIPUITHI cO Bcemu narueHTamu ¢ ['®A u, B
3aBUCHMOCTH OT BO3pacTa, MX POIUTEISIMH (3aKOHHBIMHU TIPEICTABUTEIIIMH) OT MOMEHTA
BBISIBJICHHST 3a00JICBaHMST W HA BCEM €ro0 TMPOTSHKEHUH B IENSAX  I[TOBBIIICHUS
OCBEJIOMJICHHOCTH TAI[MeHTOB M VYIYUIICHHS paclo3HaBaHUsd TuUnepheHnIalaHuHEMIH,
CHW)KCHUS PUCKOB Pa3BUTHUSL OCIOKHEHUH, JUIsl JOCTUKEHHS LI€JIEBBIX MOKa3aTeNneil ypoBHS
DA ¥ ynydiieHus: caMOCTOSATEIILHOTO yIipaBiieHus 3adoneBanuem [71,79-82].

YpoBeHb yoenuTeILHOCTH peKoMeHIanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KommenTapuu: yeiu u 3a0auu 00yuenuss 00axicHvl 66imb KOHKPEMU3UpPOSAaHbl 8 COOMEEmMCcmauu
C aKMyaIbHblM COCMOAHUEM nayuenma. B wkony ¢enurkemonypuu Hanpasisaomcs nayuenmst,
He npoxoousuiue 00VueHusi (NepeuyHbIl YUKL), UIU NAyueHmvl, yoice npouweouiue obOyueHue
(noeémophvie yuxvl), Ol NOOOEPHCAHUS YPOBHS 3HAHUU U MOMUBAYUU ULU NPU NOAETEHUU
HOBbIX Mepaneemuieckux yeiel.

- Pexomenayercsi UCIIONIb30BaTh  CHEIMAIBHO  pa3paboTaHHBIE  CTPYKTYPHUPOBAHHBIC
pOrpaMMbl  OOYUCHHS, aIpPECOBAHHBIC KOHKPETHOMY KOHTHHIEHTY MarueHToB ¢ [ DA
(manpumep, OepeMeHHBIM) I JOCTHIKCHHSI IENIEBbIX TMoKaszarenein DA, mpodumakThku
Pa3BHUTHS U TPOTPECCUPOBAHUS OCIOXKHEeHu# [71,79-82].

YpoBeHb yoeIUTeJILHOCTH peKoMeHaaluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB —2)
KomMmmenTapuu: obyuenue mooicem nposooumuvcs Kak 6 UHOUBUOYATbHOM NOpSOKe, MAK U 8
epynnax nayuenmos. Codepicanue o00yualOWux npopamm OO0JHCHO COOMBENMCMBOBAMb
NPUHAMBIM  cmanoapmam ouazHocmuku u aedenus DA, a ux cmpykmypa — y4umvlgamo
OCHOBHble NpuHYyunvl neoacoeuku. Ilpocpammevl nodpasymesarom cmpo2o HPAKMUYECK)IO
HanpasienHocms U O0ocmynHocms 0as eocnpuamus. QoszamenvHvle pazoenvl 00VUAOWUX
NPOCPaAMM:

WIKOIA MONLOObIX pooumeinell pebenka ¢ I DA;

obwue ceeodenusi o I' DA,

KOHmMpob yposHs PA;

ouemomepanusi,

COYUANU3AYUSL U KAYECMBO HCUSHU,

ncuxono2uyeckue acnekmol y oemetl u noopocmxos ¢ I @A,

N o 0ok~ 0 Dnd e

ounamuyeckoe Haoaroenue npu ' DA;
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8. noozomoska k bepemennocmu u bepemennocmos npu I @A

bonvwas uacme epemenu 6 npoyecce 0Oyuenus 00IICHA OblMb NOCEAUECHA NPAKMUYECKOU
ompabomke HABLIKOB, HEOOXOOUMbBIX Ol CAMOCMOSMENbHO20 YAPABIeHUs 3a001e6aHUEM.
Ipesicoe sceco smo kacaemcs konmpoas ypoeus DA, mexnuxe noocuema Koauvecmsea Oenika 6
nuuye.

- Pexomenayercs npoBeneHune o0yueHus manueHToB ¢ DA crienuanbHO NOATOTOBICHHBIMU
MEIUIUHCKIMH PaOOTHUKAMH: BPA4OM-T€HETUKOM, JIHETOJIOTOM, HEBPOJIOTOM, IEIHATPOM,
TEpareBTOM, MEIUIMHCKOW CECTPOM; C Yy4acTHEM MEIUIIMHCKOTO IICHUXO0JIora JIs
HoJIep)KaHus YpOBHS 3HaHUM U MoTHBanuu [71,79-82].

YpoBeHDb YoeAUTEIbHOCTH peKoMeHAanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 1)

4. MCHHHI/IHCKaH peaﬁnnnTaum{, MEAUIMNHCKHE IIOKA3aHUA U

NMPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO0B peaﬁnnnTam/m

OcHOBHbIMU acnekmamu MeOUYUHCKOU U coyuanrvHou nomowu nayuenmam ¢ I'@A
ABAAIOMCSL OUACHOCIUKA, KOHMPOJIb 3a JleYeHUeM U COYUAIbHAS Peaduiumayusl.

Meouyunckasn peabunumayus exnouaem 8 cebs ciedyroujue peKOMeHOayuu'

* PeKOMeHHyeTCﬂ CO6J'II-O,[[CHI/IC peKOMeH)IaI_[I/Iﬁ Bpaya II0 JUCTUYCCKOMY [IMUTAHUIO

nanueHTam ¢ [®A ast npeaynpexacHus ocnoxuenuit [36, 37].

YpoBeHb yoeIUTeILHOCTH peKoMeHaaluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 1).
KOMMeHTapI/II/I: npeumymecmeerHHno y oemeil WKOAbHO20 eo3pacma u 83pocCiblx noebluiaenicsl
yposeHv DA Kposu 6 cesA3u ¢ HapyuieHueMm PeKoOMeHOayull no OUemuyecKomy NUMAaHulo, 4mo
mpebyem NCUXO0N02UYECKOU NOOOEpHCKU nayuenma. YposeHv uHmMenleKmyaivho2o pa3eumus
nayuerma, e20 KOZHUNIU6Hble qbyHK'Z/ﬂ/ll/l umerom KoppeAayurw co 3HAYeHUuem DA Kpoeu 6

meuenue sxcusnu [36, 37].

*  PexkomeHI0BaHa KOHCYJIbTallMd MEAMIIMHCKOrO IIcuxoyiora mnauueHtam ¢ ['DA  gis
KOPPEKIIUHU TICUXOJIOTHYECKOTO COCTOSTHUSA MPU HAIMYnK 1okazanui [30, 51, 52].

YpoBeHb yoenuTeJIbHOCTH peKOMeHAanun A (YPOBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 1).
Kommenrapum: [lcuxonoeo-neoazocuueckas peaburumayus oemeti nOOpOCMKO8020 803PACMA.
Onu  cmankugaromesi ¢ npobremamu  nepuooa  NON0B020  CO3DPEBAHUs,  KOMOpbie
conposodcoaemcs cmpemieHuemM K He3a8UCUMOCMU, NPOMECMmMHbIM No8edeHueM, a makxodice
NO0BEPAHCEHHOCIBIO BIUAHUSA CBEPCMHUKO8. DMO Nepuood wacmvlx omkazoe nayuenmos ¢ ' @A
HOOPOCMKO8 om Ouemomepanuu, ynompeouenus npooyKmos cneyuaiu3uposanio2o numanus, a
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Maxdice B8bICOKO20 PUCKA Nomepu MemadoauyecKkoeo0 KOHMpPONs U HNOJHOU  YMpamul
MeOUYUHCKO20 HADII00eHUsL.

Coyuanvuasn peaburumayus exuodaem 6 cebs opeanuzayuto numarnus demetl ¢ I @A &
00ule0bpaz06amenbHuLX, 0300POBUMENLHLIX YUPEHCOCHUAX, ) 63POCIbIX — B03MOICHOCHb
UCNONIL30BAHUS CREYUATTUSUPOBAHHBIX NPOOYKMOE 1e4eOH020 NUManus Ha paboyem mecme.

Ocobyro porv 6 nomowu nayuenmam ¢ I'@A uepaiom odbwecmseenHvle OpeaHU3AYUU.
Opeanuzayus, odveounaowas pooumeinet oemeu ¢ I'@PA u 63pocavix nayueHmos, nomozaem 6
COYUANbHOU — peaburumayuy, COYUAIbHOU adanmayuu, HnoMOwu 6 mpyooycmpolcmae,
opeaHuzayuy omovixa 6 m.y.  JeMmHUX Jazepsax, 00Ccyed, COYUOKYIbMYPHOU peadunumayuu u
Opy2ux Meponpusmusx, a makice npogedeHul pooOuUmenbCKux UKol U CeMUHapos.

Hecmomps na mo, umo I'@A ne Asnaemcsa HcusHeyepotcarnwum 3abonesanuem, npu
HeobXooumMocmu 68 pamKax peadurumayuy paccmMampueaemcs NALIUAMUEHA NOMOUWb,
Komopas exnouaem 6 cebs cucmemy mep No YIVHUEHUIO KAYecmed OJHCUZHU NAYUeHmos ¢
VePOACAIOWUMY  IHCUSHU U  COKPAWAIOWUMU  IHCU3HL  3A001€6AHUAMY, NPEUMYUECNEEHHO 8
MEePMUHANLHOU CMAOUU paA38umMus, U Npeodcmasisiem coool aKkmueHslll U Yer0CmHbIN N00X00 K
OKA3AHUI0 NOMOWU, HAYUHAIOWULUCL C MOMEHMA NOCMAHOBKU OUA2HO3a U HNOKPbI8ArOWUll
Quszuueckue, IMOYUOHATbHYBIE, COYUATIbHBLE U OYXOBHbIEe ACNEKMbl 8NJI0Mb 00 CMepMmiL.

[MTannmuatuBHas mnomoms manueHTamMm ¢ DA oka3plBaeTCss Ha  OCHOBaHUH

COOTBETCTBYIOIIMX HOPMATUBHBIX TOKYMEHTOB (cM. [Ipunoxxenne A3.)

5. IlpopumiakTuka U JUcCHaHCEpPHOe HAOJIOeHHEe, MeIUIUHCKHUE
MOKA3aHUS ¥ IPOTHBONMOKA3AHUA K [PUMEHEHUI0 MeTOA0B

NPOPHIAKTHKHA

5.1 llpoduaakTuka

- PexomeHnayercsi TPOCHEKTUBHOE  MEIUKO-TEHETUYECKOE  KOHCYJIBTUPOBAHHE  Map,
IUTAHUPYIOIIUX OEpEeMEHHOCTh C pPEKOMEHJAluell oO0CIeIoBaHus Ha TETEPO3UTOTHOE
HOCHTEIILCTBO YaCTHIX MyTaluii B reie PAH c 1ensio mporuHosa moromcrsa [16, 55].

YpoBeHb yoenuTeJIbHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3).

KommenTapum: uacmoma Hocumenvcmeéa namozennoti mymayuu 6 cene PAH 6 PQ®

cocmaensem 1:50. Ilpu ewvisgnenuu I'@PA 6 cemve — o0b6credos8aHue pOOCMBEHHUKOS O

VMOYHeHUs. 2emepo3ucomuozo Hocumenbcmea mymayuu ¢ cenax PAH, PTS, QDPR, GCH1,

PCBD, SPR, DNAJC12.
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- PexomeHayercsi MEIUKO-TEHETHUYECKOE KOHCYJIBTUPOBAHHME Map, UMEIOMIMX B CEeMEHHOM
aHamuese Jneteil ¢ I'QA, muaHupyomux OepeMEeHHOCTh € LENbI0 MHPOPMHPOBAHUS O
BO3MOXXHOCTH JIOPOJIOBOM JMArHOCTUKH: IIpeHaTajbHas IUArHOCTHKA, HCIIOJIb30BaHUE
BCIIOMOTATEIbHBIX PEIPOIYKTUBHBIX TEXHOJI0rHM [16, 56].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB —D).

KommenTapuu: /Jopooosas ouacnocmuka npogooumces 6 nape, 2oe yCmaHo8ieHo, Ymo oyoyujue

pooumenu asiaomcs Hocumenamu mymayuu 6 oonom eene: PAH, PTS, QDPR, GCH1, PCBD,

SPR, DNAJC12. Beposmmuocms poowcoenusi pebenka ¢ I'@PA y dHceHUWUHBL UTU MYHCUUHDL,

CMpaoarowux OaHHbIM 3a601e8aHUeM, Peanru3yemcs 8 cayiae, eciu 6mopoll pooumeins A6IAemcs

2emepo3UucOmMHbIM Hocumenem Mymanmuoz2o 2ena (puck 50%) uiu maxoce cmpaoaem I'@A

(puck 100%).

- PexomeHayercsi KOHCYIbTHPOBAaHHE [I€BOYEK IOJPOCTKOBOIO BO3pacTa M IKCHIIUH,
crpagatoninx ['A, 1o BONpoCy IUIAHUPOBAHMSI CEMbU C LEIBI0 HPEIyNpeKICHUs
pOXIIeHHsI peOCHKA C CHHPOMOM «MaTepPHHCKOW (peHmnkeronypumn» [20].

YpoBeHb yoenureqbHocTH pexoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeIbCTB —b).
Kommenrtapuu: /lpu nianuposanuu bepemennocmu, sceramenbHo, umoowl ypogens @A kposu

3a 2-3 mecsya 00 3auamus u 8 meuerue bepemeHHocmu He npesviuian 360 MKmov/1.

Ilpogpunakmuxa namonozuu niooa, 6 mom uucne BIIP, y 6epemennoii c I'PA

+ PexoMeHIYIOTCSI CTPOTHE AUETHUYCCKHE OrpaHndeHust nmoctyrmieHus ®A c nureit [16].

YposeHnb yoenurenabHocTn pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —5).

- PexoMeH10BaHO Ha3HAu€HUE CANpPONTEpUHA™™ B CiIydasX, €C/IM paHee y MalUeHTKU Oblia
HO/ITBEPIKICHA YyBCTBUTEIBLHOCTh K IPHMEHEHHIO KO(aKTOpHO# Tepanun [54]
YpoBens yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB —5).

KommenTapuu: noopobuee cm. pazoenvt «/{uacnocmukar u «J/leuenuey

5.2 JIlucnancepHoe Ha0JI0/ICHUE NANMEHTOB ¢ KIaccnueckoi GeHnnkeTonypuen

C yenvo  npedynpexcoeHus  UHMELLIEKMYAIbHBIX,  KOSHUMUGBHBIX,  Deyesblx,
NO3HABAMENbHLIX — HAPYWEHUL,  2APMOHUYHO20  (pu3uyeckoeo  pazeumusi  OUCHAHCEPHOe
HaobaO0eHue sKadaem 6 cedsi ciedyoujue peKOMeHOauuu .

KOHTpOJ’IL 32 AICKBATHOCTBIO JICUCHUSA
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- PexoMeHayeTcsi OCyIIECTBISATH B3SITHE KPOBU YTPOM HATOIIAK (TIOCJIE HOYHOTO I'OJI0IAaHU)
BCEM MallMEHTaM I ONPEEIICHUs] KOHTPOJIbHBIX 3HaueHu @A kposu [25].
YpoBenb yoeauteabHOcTH pekoMeHaanun C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 2).
KommenTapuu. B nacmoswee epems ycmanosneno, umo yposeHb @A 6 Kposu cHudcaemcs 8
meyeHue OHs, npudem cambvlii 8blcoOKUll yposeHb PA 6 Kposu docmueaemcs paHo Ympom nocie

HOUHO20 2on00anus. Ilpasuna 3abopa kposu na unvmp 6 npunodxcenuu I'15.

- Pexomenayercsi npuaepxuBatbes ypoBHs @A kposu B npeaenax ot 120 go 360 MKMOIb/1
nanueHTaM B BO3pacTe C pPOXACHHs 10 12 JeT ¢ 1eNblo MpeaynpexaeHus HapylleHun
HEHUPONCUXUYECKOTO PAa3BUTHSI U KOTHUTUBHBIX paccTpoucTs [29].

YpoBeHb yoenuTEeILHOCTH peKoMeH1anuu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2).
KommenTapuu: Yacmoie konebanus u npesviuieHue yenegvlx mepanesmudeckux 3navenuti @A
Kposu y Oemell 6 6ospacme 00 12 1em npuoosam enocieocmeuu K HAPYUEHUIM

HEeUpONnCcUxXuyeckKo20 pa3eumus U KOCHUMUEHvIM paccmpoucmeam [29].

+  Pexomennyercs npunepxuBarbes ypoBHs @A kposu B npenenax ot 120 go 360 Mxmois/i
nmanueHTaM B Bo3pacte ¢ 12 JeT W crapiie ¢ [eNblo MNpeAynpekKIeHUs HapylIeHUN
HEUPOIICUXUYECKOTO PAa3BUTHUS U KOTHUTUBHBIX paccTpoicTs [29, 30].

YpoBeHb yoenUTEeILHOCTH peKoMeH1auu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2).
KommenTapuu: oonyckaromcs 6onee svicokue konebanusi @A kposu Ha oueme, Ho He sviuie 600
mrmonw/n [29].

bvino nokasano, umo oarumenvrHoe nosviuieHue yposus DA 6 kpoeu y e3pocivix ¢ DPAI-
3asucumou I'PA ompuyamenvro 6ausem HaA NCUXOIMOYUOHANbHOE COCMOsAHUe (1abuibHoe
HacmpoeHnue, O0enpeccus), npusooum K HAPYWEHUI0 GHUMAHUS U OpPY2UX HEeUPOKOSHUMUBHBIX
@yuxyuii [30].

- PexoMenayercss cTporo cnenoBaTh TMNO(EHUIATAHWHOBOM JHMETE U NPUIEPKHUBATHCS
ypoBasi DA kpoBu B mpenemax oTr 120 go 360 MKMONB/T KEHIIMHAM B TEPUOIBI
nperpaBuaapHoi nmoArotoBku, I u Il cemecTpoB OepeMEHHOCTH C LENbI0 MPO(YUIAKTUKU
cunapoma Marepuckoil @KV [29].

YpoBeHb yoenuTeJIbHOCTH pekoMeHaanun B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2).
KommenTapuu: omcymcmsue ouemuueckux ocpanuyeHuil u KOHmposs 3a codepacanuem DA
KpoBU V OJHCEHWUH 6 NpecpasudapHulli nepuod U 60 6pems OepeMeHHOCmU 3HAYUMENbHO

ROBbLLUAIOM PUCK paA38umusl y niooa «cunopoma mamepunckou @KY» [29].
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*  Pexomenjayercsi mojjep>KUBaTh HIKHUHI 1e1eBOM ypoBeHb DA kpoBu He meHee 120
MKMOJIB/JI BCEM MalMeHTaM JJisi MPO(QUIAKTUKHA NEPUIUTHBIX COCTOSIHHM M OCJIOXHCHHUU
runodeHUIATaHMHOBOM ueThI [31].

YpoBenb yoeauTeabHOCTH pekomMeHaanun C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEIbLCTB — 2).

KoMMeHTapuu: wupoxo ucnonvzyemulil HU3CHUll yenesou ypogenb @A 6 kposu - 120 mxmonv/n

NOIYYeH HA OCHOBAHUU KIUHUYECKO20 ONbIMd, ONUCLIBAIOWe20 HeOlazonpusamHtsle nocie0Cmaus

Ha CcoCmosiHue 300p0o6bs NayueHma npu OIUMENbHO COXPAHAIWUXCA OUeHb  HUSKUX

konyenmpayusx @A 6 kposu nayuenma [31].

B oemckom 603pacme 3mo nogvluieHHAas 3a0071e6aeMOoCmyb, HUSKUL HYMPUMUBHLIL CMAmyc,
OHMeponamuyeckuti — akpooepmamum. Y 63pocivlx —  HeOOCmMamouyHOCMb  NUMAHUS,

NCUXOIMOYUOHATIbHBLE PACCMPOUCMEA, ) HCEHWUH PenpoOYKMUBHO20 803pacma — becniooue, y

oepemennvix ¢ I'PA — 6HympuympooOHas 3a0epicka pazsumusi niood, podicoeHue pedeHka ¢

HeO00CmamoyHoU Maccol mena K cpoky cecmayuu [25].

- Pexomenayercsi KOHTPOJIb YpoBHS DA KpoBH /s OICHKH YPPEKTUBHOCTH TEPAITHH Y BCEX
naruenToB [36-41].
YpoBeHb yoequTeJILHOCTH peKoMeH1auii B (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB — 2).
KoMMeHTapum: ¢ nosgnenuem HOBbIX MeEpanesmuieckux 603MONCHOCMEN MeOUKAMEHMO3HO20
Jleuenusi pekomeHoyemcs npuoepaicueamovcs yposus @A 6 kposu 120-360 mxmonwv/n (2-6me/on)

o5 8cex 6o3pacmos [36-42].

- Pexomenayercsi maieHTaM ¢ MaKCUMaJIbHBIM 3HaueHHeM ypoBHS DA Ha ckpununre 360
MKMOJIB/JT (6 MT//1JT) B TEUEHHE TIEPBOTO TOJA KU3HHU KOHTpoaupoBath @A kpoBu He pexe 1
paza B MecsI[ C IIETbI0 CBOSBPEMECHHOTO BBISBICHHS TMOBBIMICHUST DA W Ha3HAYCHUS
MAaTOTEHETHUCEKOTO JieueHus w/uian yrouHeHuss Gopmer @A u  oOs3aTenbHOTO
JucnaHcepHoro Habmoaenus [42, 43].

YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2).
KommenTapuu: Huskue yposuu @A no pe-mecmy mpebyrom nposedenus oughghepenyuanviou

ouaznocmuxu u uckatouenusi BH-4 degpuyummnuix popm I'A [33].

- PexoMenayercsi peryasipHblii KOHTpoJib ypoBHA DA y mauueHtoB ¢ BH4 nedunntHsiMU
dbopmamu ['QA c wenpio HoaAepX aHUS €ro KOHUEHTpaluu B Mpeesiax HOPMAaJbHBIX
3HaueHui (10 120 MKMOJIB/J MM 2MT/[T) MM IPUOIKEHHBIX K HUM [33].

YpoBeHb yoenuTeJIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 2).
Kommenrtapuu: Ilpu BH4 oeduyumnoi I'PA xoumponb adekeamHocmu mepanuu maxice

nposooumcsi no yposuio @A kposu [33].
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- PexoMeHayeTcsi BCeM NMALMEHTaM CIEAYIOIIAsi ONTUMAaJIbHAs 4YacTOTa UCCIIEIOBAHUS YPOBHS
DA KpoBU Ul CBOEBPEMEHHOM KOPPEKIIMH IUETOTEPAIIH:
- B BO3pacTe A0 3-X MecsleB - 1 pa3 B Helemto (10 MoJyudeHus: CTaOMIIbHBIX PE3yJbTaTOB) U
nanee 1 pa3 B 10 guei,
- ¢ 1 roma o 6 net — He pexe 1-2 paza B mecsll,

- ¢ 7 u crapiue - He pexe 1 pasza B 3 mecsiia,

st 6epeMenHbIx ¢ OAI-nedunutnoit @A — He pexxke 1 pa3 B 7 aaeit B I TpuMectpe u He
pexe 1 pa3 B 2 Henenu Bo 2-3 tpumectpax [16].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5).
KommenTapun: dannvie pekomenoayuu OCHOBAHbI HA MHO20JIeMHEM Onvime pabomvl epauell,
CReyuanu3upyroWuUxcs Ha 1edenuu nayueHmos genunkemonypuei 8 P®, u oviiu npedcmasnervl
8 NpeovlOyUWUX KIUHUYECKUX peKOMeHOayusx no genunkemouypuu. B Eeponeiickux cmpanax
yacmoma pekomMeHOyemMblX ucciedosanull gvliue: 0o 1 eooa 1 pas 6 nedenro, om 1 200a 0o 12
qnem I paz 6 2 nedenu, cmapwe 12 nem 1 pasz 6 mecay, npu noocomoske Kk bepemennocmu 1 pas 6

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

- Pexomenayercsi: McciieI0BaHHE KIMHUYECKOTO aHaau3a KpoBH (Coep:kaHne reMorioonHa,
KOJIMYCCTBO 3pI/ITpOHI/ITOB, HBCTOBOﬁ IIoKas3aTcjib, KOJIMYECTBO HeﬁKOHI/ITOB, TpOM6OIII/ITOB,
JelkonuTapHas (JopMyIia i CKOPOCTh OCEIaHMsI SPUTPOLIUTOB) BeeM marientam ¢ DA st
OIIEHKH OCHOBHBIX MApaMETPOB KPOBETBOPEHUS W HAIMYHS BOCHAIUTEIBHBIX MPOIECCOB
He pexe 1 pasza B rox [16, 44].

YpoBeHb YoeaUTEILHOCTH peKoMeHaauii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 4).
KoMMeHTApMM: npu  npumeHenuu  02PAHUYMUMENbHOU — OUeMbl  BO3MONCHO — PA36UMUE

anumenmapHou dcenezooepuyummnoti avemuu. Hccneoosanue npogooumcs ne pesce I paza

200 [16, 45].

. Pexomennayercst nccienoBanue oo1ero (KIMHUYECKOr0) aHallu3a MOYM BCEM NallMeHTaM
¢ DA c uenbio BRIABICHUS KpUCTALTypun He peke 1 pasa B rox [90].
YpoBensb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJNLCTB — 1).
KomMmeHTapum: npu  npumeneHuu  0paHuUNUMeENbHOU  Ouemvl  BO3MOJCHO  pa3eumue

Kkpucmannypuu. Hccnedoseanue nposooumcs ne peaice 1 pasa 6 200.

. Pexomenayercst ucciiejoBanre OMOXMMHUYECKOTO aHain3a MouM (docdarbl, OKcanarsl,
ypaTbl) He pexke | pa3za B rog mauueHtam ¢ ['DA ¢ 1enblo BBISABICHUS METa0OIMYECKOM
Hedponaruu [90].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEJLCTB — 1).

43



*  Pexomenjayercsi npoBeeHUE TAaHAEMHON MacC-CIIEKTpOMETpUH nanueHTaM ¢ '@ A ¢ 1enbro
oTpesieNieHUs] COOTHOIIIEHUS (eHIIIaTaHIHA/ TUPO3UHA He pexe 1 pa3a B rox [16].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbLCTB — D).
KomMmeHnTapuu: npu npumenenuu ocpaHudumenbHoU Ouemsl 803MONCHO pazsumue dedpuyuma
He3aMeHUMbBIX AMUHOKUCIOM, 8 YACMHOCU- mupo3una. Mcciedosanue nposooumcs ne pexce 1

pasza 6 200 [16].

- PexomennoBano naruentam ¢ ['@A npoBeneHne OMOXUMUYECKOTO aHAIH3a KPOBH C TIEITBIO
OILICHKUA COCTOSIHHSI TIEYCHM, MOYCK W BBISBJICHUS, OTKIOHEHHH Ba)KHBIX OMOXHMHYECKUX
nokasareJsieil U X JajbHelIIel Koppekiun He peke 1 pasa B rox [44-49].

YpoBeHb yoenuTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 1).
KomMeHTapum: npu  npumeneHuu  0SpAHUMUMENbHOU — OUEmbl  BO3MOJICHO — pA3eumue
oucnpomeunemuy, HApyweHus: MUHEPAIbHO20 0OMena u  Odepuyuma  ICCEHYUATbHBIX
Mukpoaiemenmos. lLlenecoobpasno  onpedeneHue codepiicanus — 2N0KO3bl, obujeco oOenka,
benxosvix Gparkyutl, obwe2o OunUPYOUHA, XOIecCmepunda, MpueIuyepudos, JIUNONPOMEUO0s
HU3KOU U  GbICOKOU NJIOMHOCMU, WeEN0YHOU (hochamasvl, KpeamuHuHa, MOYEGUHDL,
ananunamunompauncgepasvl (AJIT), acnapmamamunompancgepasor (ACT), kanvyua obwezo u
UOHU3UPOBAHHO20, HAMPUs, KAIUs, HeopeaHuuecko2o gocgopa, dxenesa, geppumuna, yposHs
0CHOBHO20 Memaboruma eumamuna D 6 kposu (uccredosanue yposus 25-OH eumamuna ] 6
Kposu) u eumamuna Biy (yuamoxobanamum), ¢honuesoti xuciomsl ¢ yeivio oyeHKU odanauca
BAJICHEUUUX HYMPUEHMO8 NpU OUemomepanuu, OYeHKU Kaibyueso-ghocghopnoco obmeHa,

OYEHKU COCMOSIHUSL NOYEK, neyenu ¢ nepuoouunocmoio 1 pas 6 200 [44-49].

. Pexomenayercsi mpoBefeHuE yibTpa3BykoBoro wuccienoBanus (Y3M) opranos
OpIOIIHOM MOJOCTH M TMOoYeK He pexke | paza B rog manueHtam ¢ ['DA s BBIABIEHUS
nucMmetabonuyeckux Hedpomatuid, HeQpoKaldbIIMHO3a, W3MEHEHUN CO CTOPOHBI MEYEHH U
oJpKeTyA09HO# xkene3nl [92, 99, 100].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEeJIbLCTB — 1).

KommenTapuu: Y3U opeanoe bprownoii nonocmu u nouex npogooumcs ve pexce 1 pasa 6 200.

. Pexomennyeresi mpoBeneHue snekrpodHiedanorpapun (330) u IDI'-moHuUTOpUHTA
nanueHTaMm co Bcemu (opmamu ['DA mpu HaTUIUU HEBPOJOTHYECKOWM CHUMITOMATHKH JIJIst
BBISIBJICHUS IIJICITUUECKON akTuBHOCTH [91].

YpoBensb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

Kommenrtapun: 991" u 39 -monumopune no nokasaHusm.
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. Pexomenayercsi mnpoenenne MPT romoBHoro mosra (Hapko3 - IO ITOKa3aHUSM)
nanueHTam co Bcemu Gpopmamu ' @A npu HATMYUU Y HUX HEBPOJIOTUYECKOW CUMITTOMATHKH JIJIS
BBISIBIICHHS IPOIPECCUPYIONINX U3MEHEHUI Oetoro BemecTsa mo3ra [16, 45].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbLCTB — D).

Kommenrtapuu: MPT no nokazanusm.

. PexoMenayercsi MccieoBaHUE MHHEPAIbHOM  IUIOTHOCTM  KOCTHOM  TKaHU  —
(mencuToMeTpus) y MAIMEHTOB CTapuie 5 JeT Uis JUarHOCTUKHA OCTEONOpO3a, BBISABICHUSI
IPYIIIBI PHCKA [T0 OCTEONOPO3y U MpUHATHS HpoduaakTHueckux mep [48, 50].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 1).

KommeHTapum: vacmoma ucciedosanuii - no nokazanusm ne yawe 1 pasa ¢ 200 [48, 50].

. PexomeHayeTcsi MpOBeICHHE PEeHTreHOrpadguu KUCTH pyk neTsMm (C 2 JIeT) CO BCeMH
dopmamu DA, uUMEONUM 33IepKKy (U3UYECKOTO Pa3BUTHS U IOJIOBOTO Pa3BUTHS, IS
orpeiesIeHUs] KOCTHOT'O BO3pacTa U KajbIeBo-hochopHoro oomena [16].

YpoBeHb yoenuTeIbHOCTH 10Ka3aTesbeTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAIUH —5).

. Pexomenayercsi poBefeHHE DJIEKTPOKAPIUOTPAMMBI MAlUEHTaM CO BceMH (opmMamu
['®A nyist cBOEBpEMEHHOTO BBISIBJICHHUS MMATOJIOTUU CEPJCYHO-COCYIMCTON CUCTeMBbl HE pexe 1
pasa B rox [4,5, 16, 83].

YpoBeHb yoequTeabHOCTH 10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEKOMEHIAHH — 5).

. Pexomennyercsi npoBeneHue 3xokapauorpaduu mamueHtaMm co Bcemu popmamu ['DA
Mo TIOKa3aHusAM W IIPpU HU3MCHCHHAX Ha OKT IJIs1 CBOCBPEMCHHOI'O BBIABJIICHHA I1aTOJIOTHU
cepAeYHO-COCyIucTol cuctemsl [4,5, 16, 83].

YpoBeHb yoequTeabHOCTH 10Ka3aTebeTB C (YPOBEHD I0CTOBEPHOCTH PEKOMEHIAHH —5).

. Pexomenayercsi KOHCYJIbTallMM BPadyOM-TE€HETUKOM C LIE€JBIO OLIEHKHM HYTPUTHUBHOTO H
IICUXOHEBPOJIOTHYECKOro craryca mnanueHtoB ¢ ['@A namns CBOEBPEMEHHOI'O BBISBIICHUS
HapyIlIeHUH M TpH HEOOXOIMMOCTH HaIlpaBJIEHHWS K COOTBETCTBYIOUIEMY CIELMAIUCTY JUIS
HaOJI0IEHUS U KOPPEKIMH JICUCHHS.

OnrtuManbHas 4acToTa HaOJIOJeHHS, COTJIACHO EBPONEUCKUM PEKOMEHIAIHSIM:
- B Bo3pacTe J1o 1 roga — He pexe 1 pasza B 2 Mecsia

-c l roma mo 12 et  — He pexe 1 pa3za B 6 MecsieB

-c 12 no 18 ner — He pexe | pa3a B 6 MecsLEB

- crapue 18 tler — He pexe 1 pa3 B rof

- ipu OepeMeHHOCTH — He pexe 1 pa3a B Tpumectp [16].
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CoriacHO MHEHHIO pabouelt TPyl POCCUMCKUX DKCIIEPTOB, IEIeCO00pa3HO MPOBOIUTH
Oosee yacToe HaOJIIOICHNE TTAIMEHTOB B Bo3pacTe 10 | roma He pexe 1 pasza B mecsir, ¢ 1 roga —
He pexxe 1 pasza B 3 Mecsiiia, y OepeMeHHbIX — He yaiie 1 pasza B mecsir [16].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbLCTB — D).
KomMeHnTapuu: daunnvie pekomenoayuu OCHO8AHbI HA MHO20JIEMHEeM onvime pabomvl epauell,
CReYUuanU3UPYIoOWuxcsi Ha JevyeHuu nayuenmos c genurkemonypueti 6 PD u ananocuunviv

peKomenoayusm, pazpabomarnnvim 6 cmpanax Eepocorosa [16].

*  PexkomeHI0BaHa KOHCYJIbTALMS Bpadya- FEHETUKA TOBTOPHAS NALMEHTAM C YCTAaHOBJIEHHBIM
muarHo3oM 'DA ¢ 11eNbi0 CBOEBPEMEHHOTO BBISIBIICHUSI HAPYIICHUN U TTPH HEOOXOUMOCTH
HaIpaBJIEHUS K COOTBETCTBYIOLIEMY CIIEHUATIUCTY ISl HAOIIOJCHUS U KOPPEKIIUHU JICUCHUSI.
[16].

YposeHb yoenureqbHocTH pekoMenaanuu C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

- PexkomenaoBaHa KOHCyNbTalMs Bpada-nuerosnora (He pexe | pasza B 12 mecsien)
MarUeHTaM C YCTaHOBJIEHHBIM jauarHo3oM ['®DA s  JONOJHUTEIBHONH KOPPEKIHH
nuerorepanuu [16, 21, 23, 25, 26].

YpoBeHb yoeIUTEILHOCTH peKoMeH1auu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2).

KomMmeHTapum: xoxcyrbmayus 8paua-ouemonoea noKa3aHa NayueHmam ¢ yeivlo OKA3aHus

CReYUanuU3uUpOBaAHHOU MEOUYUHCKOU NOMOWU.

- PexomMeHnnoBaHa  KOHCYJbTAllUs ~ Bpadya-IUETONIOTa  TOBTOpPHAas  MallMeHTaM  C
YCTaHOBJICHHBIM Auaruo3om ['DA s oneHku s dexTuBHoCTH AueThI [16, 21, 23, 25, 26].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auun B (ypoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 2).

KoMMeHTapuu: namoeenemuueckum MemoooM JedeHus  (QeHUIKemoHypuu  sensiemcs

duemomepamm. Yacmoma noceulerus 6paqa-duem0ﬂoea - NO NOKA3AHUAM.

- PexomennoBaHa KOHCYIbTallUM Bpava-neauarpa aetsm ¢ ['®A ne pexe 1 paza B 6
MECSAIIEB ISl OIEHKH OOIIET0 COCTOSIHHS 370POBbS U OIPEACIICHUS] TAKTUKU JajbHEUIe
tepanuu [16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJbCTB — 5).

- PexkomeHnaoBaHa KOHCyJbTallUd Bpaya-TepaneBTa I MalueHTa crapme 18 Jjer c
YCTaHOBJICHHBIM auarHo3zoM ['DA He pexxe 1 paza B 6 MecsmeB s OINEHKH OOIIEro
COCTOSIHUS 3JI0POBbS M OTPEICICHUS TAKTUKY JaJibHeel Tepanuu [16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 5).
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- PexomenmoBaHo mamueHTam ¢ ['@A KoHCynabTalus Bpada-KapIuoJiora/Kapuojiora
neTckoro He pexe | paza B 12 wmecsamneB uisi CBOCBPEMEHHOTO BBISBICHUS W/WJIH
MOHHTOPHHTA KapAHOJIOrHYecKux u3mMenenuii [4,5, 16, 45, 83].

YpoBenb yoeauteabHoCTH pekoMeraanun C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — D).

*  PexomennoBaHo mnaunumeHtaMm ¢ ['®A 1o mokasaHMsIM ~ KOHCYJbTalusi  Bpaya-
KapInoJIora/Kapuosora JeTCKOTo TTOBTOPHAs JUIS OLICHKH BBISIBICHHBIX KapAHOJIOTHYECKUX
W3MEHCHHI U peIeHus Bonpoca o Tepanu [4,5, 16, 45, 83].

YpoBenb yoeauteabHOCTH pekoMeraanun C (YpoBeHb 0CTOBEPHOCTH 10KA3aTEJLCTB — D).

*  PexkomennoBano nanyeHtam ¢ ' @A 1o nokazaHusM KOHCYJIBTAllMsl Bpadya-HEBPOJIOra UL
CBOEBPEMEHHOTO BBISIBIICHUS W/UJIM MOHUTOPUHIA HEBPOJOTUUECKUX U3MEHEHUH [16].

YposeHnb yoenuresbHocTH pekoMenaanuu C (ypoBeHb TI0CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

- PexomennoBaHo mamueHtaM ¢ ['@A 1o moka3aHHSIM KOHCYNbTallUs Bpada-HEBPOJIOra
MOBTOPHAS C IEJIbI0 KOPPEKIIUHU BBISIBIIEHHBIX HEBPOJIOTHYECKUX U3MEHEHUH U ONpPEeIeICHUS
JaJbHeHIel TaKTUKY JieueHus [16].

YposeHnb yoenureqabHocTi pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5).

- PexkomenaoBano mamnueHatam ¢ '@A ocMoTp BpauyoMm-odTanbMoiaorom He pexe 1 paza B 3
roja c 1ebI0 BRISBIICHHS TJIa3HOM maTtojaoruu [16].

YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5).

+ PexomeH0BaHa KOHCYJbTAllMs Bpadya-TaCTPOIHTEPOJIOra MAIlIEHTaM C YCTaHOBJICHHBIM
quarHozoM ['OA mpu HalIWyMM NMOKa3aHUM NIl CBOEBPEMEHHOI'O BBISBICHUS W/MIU
MOHHUTOPUHTA FACTPOIHTEPONIOrHYECKO maTosoruu [16].

YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5).

- PexkomeHaoBaHa KOHCyJIbTallMs Bpada-ICUXHATpa IMANMEHTaM C  YCTAHOBJIEHHBIM
nuarao3oM ['DA /1715t OLIEHKH ICHXUATPUIECKOT0 CTaTyca MpY HAJTMYUK TIoKa3zaHui [16].

YposeHnb yoenureabHocTu pekoMenaanuu C (ypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 5).

- PexkomeHaoBaHa  KOHCyJbTallid  Bpauya-licCMXuWaTrpa  MOBTOpHAas  MalMeHTaM  C
yCTaHOBJEHHBbIM auarHo3oM ['DA 1o mokazaHusiM JUIsi KOPPEKIHMH  BBISBICHHBIX
NICUXUATPUICCKUX HAPYIICHUN U OTPEICIICHHs JaTbHEHINeH TAKTUKY JieueHus [16].

YpoBensb yoenuteabHOCTH pekoMeHaanun C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).

*  PexoMeH0BaHAa KOHCYJbTalUsl MEIUIMHCKOTO Iicuxojora mnamueHtam ¢ ['@A mnpu
HaJIMYUU TIOKa3aHUH JIJIs OLIEHKU U KOPPEKLIHUH ICUXOJIOTMYECKOT0 COCTOSIHUS U TICUXO0JI0TO-
MeIarOrMYeCKOr0 COMPOBOXKICHUS ceMbU He peke 1 pasa B rox [30, 51, 52].

YpoBeHb yoenuTeIbHOCTH PeKOMeH 1Al A (YPOBeHb 10CTOBEPHOCTH 0KA3aTEeJILCTB — 1).
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KommenTapuu: 0ns1 oyenxku unmennekma u Opyeux 6uU008 NCUXUHECKOU O0esmenbHOCU
nayuenmos ¢ I'DA ucnonvsyrom coomeemcmsyrowue npocpammvl u mecmvl. Bo epems
nepexoono2o nepuooa NnooOpoOCMKAM OCODEHHO HeoOX00UMA NCUXONOSUYECKAsT NOMOWb NO
80NPOCAM KOMMYHUKAYUU 8 ceMbe U 0buecmae, NpogheccuoHanbHot OpueHmayuu; OJisk HCeHUWUH

¢ I'PA akyenm cnedyem oenamo akyeHm HA 80NPOCAX, CEA3AHHBIX C ODEPeMeHHOCbIO.

- PexoMeH10BaHA KOHCYJbTAIlUs MEIUIIMHCKOTO IICUXOJIOTa IIOBTOPHAS TAIMEHTaM C
YCTAHOBJICHHBIM  JuarHo3oM ['PA 1mpu HaIWYMK TMOKAa3aHWA JUIS  TICHMXOJIOrO-
IeIarOrMYecKoro conpoBokaenus cembu [30, 51, 52].

YpoBeHb yoenuTeIbHOCTH PeKOMeH1aluu A (YPOBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 1).
KoMMeHTapuu: ncuxonocuyeckas nomowb nayueHmam mModxicem nompedosams Kypc 3aHsamuti—

6 3asucumocmu om quueudyaﬂbelx ocobennocmell nayuerma u cemvu.

*  PexomengoBano nanuentam ¢ @A KoHCynbTalMsi Bpava-Cypaosiora Mo MoKa3aHHsSIM C
IIeIbI0 MICKIIFOUCHUSI HApYIICHMS CIyXa y peOeHKa C 3aJep)KKOH TEMIIOB NCHXOPEUeBOTO
pasButus [88].

YpoBeHb yoeIUTEILHOCTH peKoMeH1auu B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 3).

- PexomengoBaHo mnamueHtam ¢ ['DA KOHCynbTalMs — Bpada-IepMmarojiora C IEJbio
JTMArHOCTUKU MATOJOTMU KOXHBIX IIOKPOBOB M IM0A0Opa PAlMOHAIBHOIO JICUCHHS TIPH
HAJIMYHMU TIoKa3aHui [78].

YpoBeHb yoeIUTEJILHOCTH PeKOMeHIauu A (YPOBEHb IOCTOBEPHOCTH JI0KA3aTEIbCTB — 3).

*  PexomenmoBano mnanueHtaM ¢ ['@A KOHCynbTalMsi  Bpauda-dHAOKPHHOJIOrA C IIEJIbIO
YTOYHEHUS HapymeHus! (QyHKIIMY SHIOKPUHHON CUCTEMBI TP HAJMYWU MOKa3zaHui 3, 84,
85].

YpoBeHb yoequTeILHOCTH peKoMeHaauu B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3).

- PexomenmoBano mamuventam ¢ ['®A koHcynbranms Bpaya-pu3HoOTEepaneBTa C IENbI0
COCTaBJICHUS IJIaHa (PU3MOTEPANICBTUYCCKUX TPOLIEAYP NP HATMYUH TTOKa3aHuii [ 86].

YpoBeHb yoenuTeJIbHOCTH pekoMeH1anun B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 2).

*  PexoMennoBano xeHuHaMm ¢ ['@A Bo Bpemst OepeMEHHOCTH HaOIIOJEHHE y aKyllepa-
THHEKOJIOTa (C TEePHOAMYHOCTHIO, TPEAYCMOTPEHHOW COOTBETCTBYIONIMMHU JTOKYMEHTAMH,
perilaMeHTHPYIOIIMMH HaOJro/IecHHe 3a OCpeMEHHBIMH) W Bpaya-TeHETHKA C IENbI0
KOppEKLUH Teparnuu u KoHTpoist ®A kposu [72-74].

YpoBeHb yoenuTeIbHOCTH peKoMeH1anun B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 2).
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- PexkomenmoBano pebeHKa ¢ cuHIpoMoM MaTepuHckoil PKY HampapisITh K Bpada-reHETUKY
C IIeJIbI0 KOHCYJBTUPOBAHUS, ONPEACIICHUS TAKTUKU JOOOCIEIOBaHUS U PEIICHHS BOIIPOCa O
JHK-muarnocruke [29, 72-74].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauun B (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2).

*  Pexomennyercss mnauumentam ¢ ['@A mpu OTCYTCTBMM COIYTCTBYIOIIUX 3a00J€BaHUIN
IPOBOJIUTH MPOPHIAKTUYECKYIO BaKIIMHAIMIO C LEIbI0 (POPMUPOBAHHS UMMYHHOHN 3aIlUTHI
opranusMa ot uHpekuuii o rpaduxy [16].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEeJIbLCTB — D).
KomMmeHTapum: npu Hanuuuu conymcmeylowux 3a001e8aHull paspeuieHue Ha npogedenue
NPUBUBOK 0Aemcsl COOMEEMCMBYIOWUM Cneyuaiucmom. /lanuvie pexomenoayuu OCHO8AHbl HA
MHO20IemHeM onvlme pabomvl 6pauell, CReYualusUpyIouUxcs Ha JedeHuu nayuesmos c

Genunkemonypueti 6 PO.

6. Opranu3anus 0Ka3aHus MeJIMIMHCKON MOMOIIU

6.1 IToxa3zaHus K roCIUTAJIU3ALMHA

[Toka3zaHus 1Is TUIAHOBOM TOCITUTAIU3AIMH B MEIUIIUHCKYIO OPTaHU3aIUIo:

1. mpoBeJieHUe IUATHOCTUKU U JieUeHUs1, Tpebylolire NpoJo/HKUTENbHOTO0 (JHEBHOE
WJIK KPYTJIOCYTOYHOE NpebbIBaHKE) MEIUIMHCKOT0 HAGJII0JeHUSI © MOHUTOPUHTA
KJIMHUKO-/1ab0paTOPHBIX MIOKa3aTeJsel;

2. HeOo6XO0JUMOCTb NMPOBEJeHUs PA3JUYHbIX BUJIOB IKCIEPTHU3 UM 06C/Ie0BaHUS B
MeJMIIMHCKON  OpraHu3alud Npd  HEBO3MOXHOCTU NPOBEJEHUs HUX B
aMOyJIaTOPHBIX YCJI0BUSAX (B TOM uucie opopMieHHe 3aKa0ueHUs1 peJlepasbHOTO
KOHCUJIMyMa/BpayeOHON KOMHUCCUHM).

3. IlpoBegeHue TecTUPOBaHUE YYBCTBUTEJbHOCTU K CAlIPONTEPUHY**

KoMMeHTapuu: npogedenue Hazpy3ouHoc0 mecma ¢ CanponmepuHomM™™ mooxcem Ovimb 6
YCIOBUSX KPY2LOCYMOUHO20, MAK U OHesHo20 cmayuonapa (npuioxcenue I'13).

Ilpu cmayuonapnom nevenuy nayueHmy HA3HA4aemcs HU3Ko0enKosas (2unogenunaiaHuno8as
ouema) u AMUHOKUCTIOMHAS CMECD.

[TokazaHus U SKCTPSHHON TOCTIMTATU3AINN B MEIUIIMHCKYIO OpTaHH3aITHIO:

1. ocTpble yrpoxarwluue AJs >KU3HA M PA3BUTHS OCJA0KHEHUH COCTOSIHUS,
TpeOyoIre HEOTIOXKHOTO JIeueHUs], B TOM YKMCJie UHTEHCUBHOM Tepanuy, a TakXKe
KPYTJIOCYTOYHOTO MEAUIMHCKOTO HAOJIIOJeHUH W MPOBeJeHHUs ClelhalbHbIX
BU/JIOB 00C/IeZJOBAaHUS U JIeYEeHUs.

IToka3anns k BBEITTHCKE nanMeHTa 13 MC}II/IHI/IHCKOﬁ OopraHn3alnyu:

49



1. oTcyTcTBUe yrpo3bl [AJs1 KU3HU MNalMeHTa U YTrpo3bl Pa3BUTHUS OCJA0XKHEHUH,
TpeOyIUX HEOTJIO)KHOTO JieYeHUs1 NpU 3aBeplieHHe JUarHOCTUYECKHX
MepONpPUATUH.

2. cTabuau3anys COCTOSSHUS M OCHOBHBIX KJIMHHKO-JabOpPaTOPHBIX IOKasaTesel
NaTOJIOTUYECKOr0 MpOLecca, OTCYTCTBUE HEO0O6XOJUMOCTH B NPOJOKUTETbHOM
MeJMIIMHCKOM HabJ0ieHUU (JJHEBHOE UJIM KPYTJIOCYTOUYHOE IPeObIBAHUE);

3. BbINOJIHEH IJIaH 00C/e€0BaHUSI U JieueHUs MallueHTa, JaHbl PEKOMEHJALUU MO
JlaJIbHel1leMy HaOJII0eHUIO U JIeYeHHUIO.

4. HeoOXOJUMOCTb NepeBOJA MalMeHTa B Jpyroe MeJULUHCKOEe y4dpexJeHue WJIU

y4ypexgeHrue COoqruaJbHOro obecrieyeHHs.

6.2 [IpyHIKUNBI OpraHy3alyMy MeAUNWUHCKON NOMOIIY nanyeHTaM ¢ 'OA

Ilocmanoeéxka ouaenosa I'PA cmasum MHO20 80NPOCO8 neped POOCMBEHHUKAMU

nayuerma u neped cneyuajiucmamu, pa6omaiou;wwu C maxkumu nayuenmamu. Mmnozcouucnennvle

npO6Jl€Mbl, BO03HUKarowue npu 06Hapy3fceHuu u paseumuu 36160.716661HM}Z, ons PEULEHUA KOMOPbIX

mpe6yemc;z epamoninas opeasusayusl npoyecca nomowu npu ydacmuu Myﬂbmuducuunﬂuﬂapﬂod

KOMAHObL CReYUAIUCMO8 U COONIN00eHUe OCHOBHBIX NPUHYUNOE U NOOX0008 K ee OKA3AHUIO.

Jannvle npunyunvl 00XCHBL COONIOO0AMbCS HA TH0OOM dmane OKA3aHUs MeOUYUHCKOU

nomowu, KAK 6 MOMEHN nocmaHo6KU aMCIZHOBCl, maxk u Ha JA0bom smane HAOMIOO0eHUs

nayuermada.

1)

2)

3)

4)

[TanueHT M ero mpeacTaBUTENN AODKHBI MOJyYaTh MOJIHYI0 MHQOpMAIUo O 3a00JeBaHUH,
€ro TeYeHUH, aTOreHes3e, MPOTrHO3axX, OCI0KHEHUAX U METOZaX BO3MOKHON TEPAIHH.
Huarno3 I'@A nogpasymeBaeT BO3MOXKHOCTb OKa3aHMs IEPBUYHOM, CIIEHUAIN3UPOBAHHON U
NaJJIMAaTUBHOW MOMOIIM Ha BCEX ATarax 3a00JeBaHus.

[Ipu mocranoBke maumarHoza ['DA, cembs 10JDKHA OBITH HampaBlieHa K CIEIHAIUCTY,
HMEIOIIEMYy OIBIT paboTel ¢ manueHTamMu ¢ ['DA, o0mamapmero CoOBPEeMEHHOM
uHpopmanuelr O TedeHUH 3a00JieBaHMsI M BO3MOXKHOCTM YYacTHsl B KIMHUYECKHX
UCTIBITAHUAX (HOBBIX JIEKAPCTBEHHBIX MpPENapaToB H/MIM TEXHUYECKUX YCTpOHCTB). Taroke
BaXXHBIM  sIBJsieTCsl MH(GOPMUPOBAHME CEeMEH O CYHIECTBYIOIIMX  OOIIECTBEHHBIX
OpraHu3anusx, paboTawIuX ¢ ITON IPYNION NallMeHTOB.

K nabmozaenuto 3a nauueHToM ¢ @A nomkHa ObITH MpUBJIEYEHA MYIbTUIUCIUIUTMHAPHAS
KOMaH/Ia CHEIHMAJINCTOB B COCTaBE: MeauaTp/TepaneBT, Bpau-reHeTHK, Bpad-AUeTosIor, Bpay-
HEBPOJIOT, MEAUIIMHCKUN TICUXOJIOT, BPa4-dHAOKPUHOJIOT, Bpa4-IICUXHUATP, Bpad-KapIUOJIOT,
Bpau-(U3HOTEPANEBT, Bpay-racCTpO3HTEPOJIOr. Jlpyrue crenuanicTbl JOKHBI TPUBIIEKATHCS

10 ME€pC€ BOBHUKHOBCHU CHCLII/I(bI/I‘{CCKI/IX HpOGJ’ICM.
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KommenTapum: gpau-cenemux ocyujecmensiem ochosHoe Habnooenue 3a nayuenmamu ¢ I @A.
B Kkpye ob6sazamnocmetl epaua-cememuka 6xX00um o00Cie008aHue U NOCMAHOBKA OUACHO3A,
uHgopmuposanue cemvu 0 3a601e8aHULU, COCMABIeHUe NIAHA MHO2ONPOPUILHO2O HAOIIO0EHUs,
ocyujecmenams — HabnOeHue  3a  NAYUeHMOM,  OYeHU8amv  OUHAMUKY U CHeNneHb
npocpeccuposanusi 3a001e8aHUsi NPU PeSYIAPHbIX OCMOMPAX, HA3HAYAenm No00ePHCUBAIOUL)IO
mepanuio. Ilpu nacmynienuu gpepmunvrozo 6o3pacma y nayuenmosg ¢ I @A cocmasnenue niana
npeozpasudapHoll. n0020moeKu 011 npoguiakmuxku mamepunckou @PKY, mecmuposanue
napmuepa Ha 2emeposucomuoe Hocumenbcmeo. Ilpu cocmaeienuu niana MHO2ONPOPUILHOZO
HAOMI0O0EeHUsl, 8PAY-2eHeMUK onpeoeisen KpamHOCmb HAOAO0eHUs )y Opyeux CHneyuaiucmos
MHO2ONPOPUILHOU KOMAHObI, COOMBEMCMBEHHO MeKYueMy Ccocmosanulo nayuenma. Ilpu
KAXHCOOM OCMOMPeE 8PAY-2eHeMUK OCYWeCmesem NepeoyenKy meKyue2o coCmoanus nayuenma
U 8 COOMBEMCMBULU C IMUM BHOCUN KOPPEKMUPOBKU 6 NIIAH MHO2ONPOPDUIbHO20 HAOM00eHus. B
CBOUX DPEKOMEHOAUUSIX BPAU-2eHEMUK YKA3bleaem HeobXooumble Nayuenmy ieKapcmeeHHble
npenapamul, Ouemomepanuro u Op. 6 COOMEEMCMEUU C BbIAGIEHHbIMU NOMPEOHOCMAMU

nayuenma.

7. lonosHuTebHASA HHPOpManus (B TOM unciie (paKTOPbI, BJUSIONIAE HA

HCXO0/1 3200/1eBAHUS UJIM COCTOSTHUSA)

Kpurepuu ouieHKH KayecTBa MeIUIIMHCKON MOMOLIH

Ne Ounenka
Kpurepun xkavyecrsa
BbINOJIHEHH S

1 [IpoBeneH  HEOHATaJbHBI  CKPUHUHT  (ONpPEIENIEHO Ha/ner
conepxkanue @A)

2 [IpoBeneno omnpenenenue conaepxkanuss POA B  KpOBHU Ha/uer
NaUeHTaM ¢ Noxo3peHneM Ha I'OA

3 [TpoBeneHO MOJEKYISIPHO-TEHETUYECKOE TECTUPOBAHUE [ Ha/ner
yTO4HEHUs POpMBI 3a00JIeBaHHS

4 [TpoBeneH Harpy304YHBI TECT C CAIPONTEPUHOM (B TEUEHUE Ha/ner
He MeHee 48-4acoB) MalueHTaM CTapliie roja ¢ MyTalusIMH B
reHe PAH, koTopble acconuupoBaHbl C UyBCTBUTEIbHOCTHIO
x BH4

5 [IpoBeneH KIMHUYECKMH aHAIUW3 KpOBU (coaeprkaHue Ha/uer
reMoryioOnHa,  KOJIMYECTBO  DPUTPOLUTOB,  I[BETOBOM
nokaszareib, KOJMYECTBO  JIEWKOIUTOB, TPOMOOIIUTOB,
neiikonurapHas  ¢opMyla M CKOPOCTb  OCEIaHHs
SPUTPOIIMTOB) HA 3Tane AMArHOCTHKH U Janee He pexe |
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Kpurtepuu kayecrBa

Onenka
BBINOJHEHU A

pasa B roa

HpOBeHGHO HUCCICIOBAaHUEC aHalln3a MO4YH OGH.[GFO Ha 9TalIc
JUAarHOCTUKH U JaJIEC HE PEKE 1 pa3a B roa

Ha/uer

[TpoBenen Oumoxumuyeckuii anamu3z Mouu (docdaTsl,
OKcaJaThl, ypaThl) He pexe 1 pasa B roa manueHTam ¢ [ OA

Ha/uer

[IpoBeneH OmoXMMHUYECKUN aHaiIM3a KpOBH (coiepraHue
TJIIOKO3bI, 0o0mIero Oenka, OENKOBBIX (pakiuii, o00IIero
OomupyOuHa, XOJIECTepHUHa, TPUTIIUIEPUIOB,
JIUIIONPOTENI0OB HU3KOM U BBICOKOM IUIOTHOCTH, ILEJIOYHOU
docdarasbl, KpeaTHHHHA, MOYEBHHBI,
QTaHMHAMUHOTpaHC(hepassl (AJIT),
acnapratamuHoTpancdepazsl (ACT), kanpius oO0ImIero u
WOHM3UPOBAHHOTO, HATPWs, Kallusi, HEOPTaHUYIECKOTO
docdopa, xeme3a, GpeppuTHHA) HA ITANe TUATHOCTHKUA H
Janee He pexe 1 pasa B roa

Ha/aer

[IpoBeneHa TaHgemMHas Macc-CHEKTPOMETPHs MAlUEHTaM C
I'®A c LEJIbIO OIpeAeIeHUs COOTHOIIEHUS
dbennnanannHa/TUpo3uHa He pexke 1 pasza B roj

Ha/uer

10

[IpoBeneHo  wuccienoBaHME — ypOBHS — TIUIIOKO3bl |
[JIMKUPOBAHHOI'O IreMOrjo0uHa B KpoBH jkeHIIMHam ¢ ['DA
IIPU HACTYIJICHUH OEPEMEHHOCTH

Ja/uer

11

IIposeneno D3I 1 DO['-MOHUTOPHUHT TMAIIMEHTAM CO BCEMU
dopmamu  I'A  mpu  HanMUuMM ~ HEBPOJIOTUYECKOU
CUMIITOMAaTHKH, a NPH CTAOMIIBHOM T€YEHHUU-1 pa3 B rof

Ha/uer

12

IIpoBeneHO  ynbTpa3BYKOBOE  HMCCIENOBAHME  OPraHoOB
Opro1IHOM moJocTH U mouek manueHtam ¢ @A Ha MOMEHT
ITOCTAaHOBKHM JIMarHo3a u jaiee- He pexe | pas3a B rox

Ha/aer

13

[TpoBenena snexkTpokapauorpadus HalUEHTaM €O BCEMH
dbopmamu ['A Ha MOMEHT MOCTAaHOBKM MArHo3a W jalee-
He pexe | pa3a B rog

Ha/aer

14

[TpoBeneHO IONMONHUTENBHOE JKCIEPTHOE YIBTPAa3BYKOBOE
uccieoBanue mioaa sxkenuHam ¢ '@ A npu GepemeHHOCTH
C ILETbI0 MCKIIOYEHHS] BPOXKIAECHHBIX AHOMAJHUM pa3BUTHS
ioja Ha cpoke 15-16 Henenb 6epeMeHHOCTH

Jla/uer

15

IIpoBeneHO [OMOJIHUTEIBHOE 3KCIEPTHOE YIBTPA3BYKOBOE
ucciie[oBaHue 1mioaa keHuHam ¢ '@ A npu OepeMeHHOCTH
C LEJNBI0 MCKIIYEHHS BPOXKICHHBIX AHOMAJIMM pa3BUTHS
71012 Ha CpOoKe 25-26 Hefenb 0epeMEeHHOCTH

Jla/uet

16

IIpoBeneHa mnepBUYHAS KOHCYJbTAllMS Bpada- TIEHETHKA
nanuenTam ¢ 'A Ha MOMEHT yCTaHOBJICHUS AUArHO3a

Jla/uer

17

[IpoBeneHa KoOHCyNbTalldsg Bpadya- TE€HETHKA MOBTOpPHAs
NanueHTaM C 4acTOTOW, COOTBETCTBYIOLIEM BO3pacTy
nanueHTa

Ha/aer

18

IIpoBeneHa KOHCynbTalMs  Bpada-ieauarpa JAETAM  C
YCTaHOBJICHHBIM AuarHo3oM ['@A, eciau He mpoBoauiIach B
MpEAIIECTBYIONNE 6 MECSIIEB

Jla/uer

19

HpOBG}IeHa KOHCYJIbTallusA Bpada-TeparcBTa MallMCHTaAM
CTapue 18 mer ¢ YCTAHOBJICHHBIM JUAI'HO30M F(I)A, €CJIM HC

Ha/mer
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Kpurtepuu kayecrBa

Onenka
BBINOJHEHU A

MIPOBOJIMIIOCH B IIPEIIIECTBYIONTNE 6 MECSIIEB

20

[IpoBenena KOHCyJbTallUsl Bpaya-TEHETHKA Mal[MeHTaM
crapuie 18 et ¢ yctaHoBjieHHbIM auarHo3oM ['A c menbro
0o0CYyXJeHUs  MPEArpaBUAAPHON  MOJATOTOBKH  TMeEpen
IUTAHUPOBaHHEM OEpeMEHHOCTH, OOCYXJEHHE BOIpOca O
Heobxoaumoctu nposeneHust JJHK-rectupoBanus naptaepy

Ha/uer

21

[IpoBenena KOHCyJbTALlUsI Bpada-HEBpPOJIOra IMAIMEHTaM C
['®A 1o mnokazaHusiM JJIsi CBOEBPEMEHHOTO BBISBICHUS
W/AJTM MOHUTOPUHTA HEBPOJOTUUECKUX U3MEHEHUN

Ha/aer

22

[IpoBenena KOHCyJIbTalMs Bpadya-HEBPOJOra IOBTOpHAs
nanpentam ¢ 'GA no mokazaHusiM C LEIbI0 KOPPEKIUU
BBISIBJICHHBIX HEBPOJIOTMYECKUX MU3MEHEHHU U OINpEICIICHUS
JIaTbHENIIEN TAKTUKH JICYCHUS

Ha/aer

23

[IpoBeneHa KOHCYNbTalMA BpauoM-0(TaIbMOIIOTOM (TIpU
MIEPBUYHOM OOCIICIOBAaHHH U Jajiee He pexe | pasza B 3 roma),
BKJIFOYAIOLIAs oOcrenoBaHue [JIa3HOTO IHa
(odranpmockonum) Bcem nanuenTam ¢ [ @A

Ha/uer

24

[IpoBenena KoOHCynbTalMsl Bpada-licUXyUarpa IalUEeHTaM ¢
YCTaHOBJICHHBIM JIHAarHO30M A TS OLICHKH
MICUXUATPUUECKOr0 CTaTyca NPy HAIMYNUHU MTOKA3aHUN

Ha/uer

25

IIpoBenena KOHCynbTalMsl Bpada-IICUXUaTpa IOBTOpHAs
IAMEHTaM C YCTAaHOBJIEHHbIM auarHosoM ['@A 1o
IIOKa3aHUAM JUJISl KOPPEKIIMY BBISBICHHBIX IICUXHATPUYECKHUX
HapyILICHUH U ONpEAEICHUs NaJbHENIIEH TAKTUKY JICUEHUS

Ja/uer

26

BoinonHeHO CBOEBpPEMEHHOE Ha3HAY€HUE JUETOTEparvuu
nalueHTam ¢ KoHueHTpanuei @A B kpoBu >360MKMOIIb/JT

Ha/aer

27

BelnmoniHEHBI  pacueTbl  NMTAHMs, HCXOAd U3  HOPM
¢du3nonornyeckoil NoTpeOHOCTH B OCHOBHBIX HYTPHUEHTAX

Jla/uet

28

[TpoBenen koHTpoib ypoBHA (DA KpOBH NpU HHHULIMALUH
JMETOTEPANNU

Jla/uer

29

Hasnauen camponTtepun mnanuentam c¢ BH4-pedunutHo#
I'®A npu 0TCYTCTBMM MEAMIIMHCKUX TPOTUBOIIOKA3AHUI

Jla/uer

30

Hasnauen canponrtepun mnamueHtam ¢ DAI-gedpunutHOR
I'®A, 49yBCTBUTEIBHOM K CalpONTEPUHY IIPH OTCYTCTBUU
IPOTUBOINOKA3aHUN

Jla/uet

31

Haznauens! JOTIaMUHEPTUYECKUE IIpernaparsl,
NPEIIIECTBEHHUKN CEPOTOHMHA B KOMILJIEKCHOM JIEYECHUH
naruentoB ¢ BH4 — negunmrnoit 'GA

Jla/uet

32

[TpoBenen monutopunr ypoas @A Bcem nanuentam ¢ 'OA
Ha (hOHE [MEeTOTepamuu B COOTBETCTBUM C YaCTOTOH,
nponucanHoil B KP

Ha/aer

33

[TpoBenen MmouutopuHr ypoBHs @A 6epemenHbM ¢ ' DA Ha
dbone nuerorepanuu He Yame 1 paza B 7 nuei B | TpumecTpe
u He yae | pasa B 2 Henenu Bo I u Il tpumectpe

Jla/uer

34

IIpoBenena KOppeKkUHs AWETOTEpANuU Ui JTOCTHKEHUS
1eJIeBbIX YpoBHEH DA

Ha/aer

35

Hasnauensl crnenuanu3upoBaHHBIE MPOIYKTHl JIe4eOHOTO
nuTaHus (AMUHOKHUCIIOTHBIE cMecH 0e3 DA)

Jla/uer

53




Ne Ouenka
Kpurepun xauecTBa
BBINOJIHEHH S
36 | Ha3naueHbl HU3KOOEIKOBBIC MPOAYKTHI TUTAHMS Ha/uer
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Ipunoxenue Al. CocraB padoyeil rpynnsl o pa3padoTke U nNepecMoTpy
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1. bakynmuna Enena I'eHHagbeBHa — K.M.H., 3aMecTuTeNb TriaBHoro Bpaya AHMO

«CTaBpONOJIbCKUN KPaeBOM KIMHMUYECKUI KOHCYJIbTATUBHO-IUArHOCTHUYECKHM LIEHTP»,

qsieH ACCOIMAlliU MEIUIIMHCKUX TeHEeTUKOB (AMI).
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pykoBogutenss HUU nenuatpuu u oxpansl 310poBbs Aereil LIKb PAH MunoGprayku,
npodeccop kadeapsl neauarpun U aerckor pesmartonorun OIAOY «llepswiii MI'MY
M. .M. CeuenoBa» MunzapaBa Poccun (CeuenoBckuii YHuBepcuter) IlodeTHbIi
[Ipencenarens Mcnonkoma Coro3a neauarpoB Poccum.

BbopoBuk Tarbsina DpyapmoBHa — mpodeccop, I.M.H., 3aBEIyrOIIas JiabopaTopHei
NUTaHusg 370poBoro u OosbHOro pebenka DOI'AY  «Hayusblit  MenUUMHCKUN
HCCIIEIOBATENIbCKUIM IIEHTP 3/I0pOBbs JieTei» MunznpaBa Poccuu, udneH Accouuanuu
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Bapuna 3ynepus HWnbcypoBna — 3aBemyromas MIK T'AY3  PecnyGnukanckas
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BumneBa Enena AnekcanapoBHa — J1.M.H., 3aMectutens pykosoautens HUW nenguatpun
u oxpansl 370poBbs aereid [IKb PAH MunoOpHayku mo Hay4HOW paboTe, JOLEHT
kadenpsl ¢akynbTeTcKOM mneauaTtpuu mneauarpuueckoro (¢pakynsrera ®I'BOY BO
«PHUMY nm. H.W. ITuporosa» Munszapasa Poccun, wien Corosa [lequatpos Poccun
l'omuxnna TarbsiHa AunexkcaHgpoBHa — K.M.H., Bpau-reHeTuk [bY3 «HayuHo-
MCCIIeI0BaTeNbCKUN UHCTUTYT - KpaeBas knunudeckas OosbHHIIA Nel mum.mpodeccopa
C.B. Owuanosckoro» M3 KpacHomapckoro kpasi, WieH AcCCOIHAIMd MEIUIIMHCKUX
reHetukoB (AMI).

I'yanoposa Ilonmnuna — k.0.H., Hay4HbIil coTpynHuk naGopatopun JHK-nmarnoctuku
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6one3neit oomena ®I'BHY «Menuko-reHeTHUeCKU HAy4HBIM LEHTp MM. akKaJeMuKa

H.IT1.boukoBa», wunen Poccuiickoro oO0IecTBa MEIWIUHCKUX T'€HETHKOB, YiEH
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16. MaryneBnu CBeriana AnekceeBHa — A.M.H., 3aBeayromas MIK I'BY3 «Haywno-
UCCIIeIOBATeNbCKUN UHCTUTYT - KpaeBast kinuHuueckas OonbHuiia Nel um. mpodeccopa
C.B. Ouanosckoro» M3 KpacHomapckoro kpasi, wieH AcCOLMalUUd MEIULHUHCKHX
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17. Hazapenko Jlroamwmia IlaBmoBHa — mpodeccop, I.M.H., 3aMECTUTENh IUPEKTOpa IO
HAy4YHOU U JeueOHOU paboTe, pyKOBOAMUTENb JIa0OPATOPUH HACIEACTBEHHON MAaTOIOTHH
HUN wMempuumackoit reHetukn, Tomckoro HHMMI] PAH, umen Acconuamuun
MEIUIIMHCKUX reHeTUKOB (AMI).

18. HamazoBa-bapanosa Jleiima CelimypoBHa — akagemuk PAH, mnpodeccop, ma.M.H.,
pykoBogutens HUU nenuatpum u oxpansl 310poBbs Aereil LIKb PAH MunoOpnayku,
3aBenytomias kadeapoil (axymbTETCKOM MeauaTpuyd TeAuaTpUYecKoro ¢axyrnbTeTra
®I'bOY BO «PHUMY wum. H.W. IluporoBa» MunznpaBa Poccuu, Ilpencenarens
Ucnonkoma Coroza neauatpoB Poccun.

19. Hukutuna Haranes BukropoBHa — K.M.H., 3aBemytomas otaenenuem MI'K I'bBY3 CO
Knunuko-nmuaraoctudeckuii meHtp «OxpaHa 3J0pOBbs MaTepd U peOeHKa», UJeH

Acconmanuu MeIUIMHCKUX reHeTukoB (AMI).
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22. IlymikoB Anekcanap AjekceeBUY — K.0.H., BEIYIIUH HayYHBIH COTPYIHHK J1JAOOPaTOPHH
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MCCJIEI0BATENIbCKUI LEHTP 340pOBbs aereir» MuHn3zgpaBa Poccum, uneH Accouuanuu
MEUIIMHCKUX reHeTUKOB (AMI).

23. Periuna CBernana AdaHackeBHa — Bpau-TEHETHK OT/ENIa OPraHM3aldd MEIHIIMHCKOM
nomoun  PI'BHY  «Meauko-reHeTHYEeCKUid  HAy4YHbId LEHTP WM. aKaJeMHKa
H.IT.boukoBay, 4neH Accoruanuyi MeIUIMHCKUX reHeTHKOB (AMI).

24.PocnaBueBa Enena AnekcaHapoBHa — K.M.H., CTaplIdii Hay4yHBI COTPYIHUK
naboparopuu MUTaHUS 370poBOro U OonapHOrO pedenka OI'AY «HayuHblid METUITUHCKUT
WCCIIEIOBATENILCKUM LIEHTP 310POBb AeTeil» Mun3apasa Poccun.

25. CaBocthsinoB Kupmin BukrtopoBuu — k.0.H., HadanbHUK lleHTpa ¢yHIaMeHTalbHBIX
uccienoBanuii B neauarpun PI'AY «HayuHblii MeIMIMHCKHN HCCIEA0BATENbCKUI
LEeHTp 3J0pOBbs nerei»  MuHnzgpaBa Poccum, wieH Acconuanuu MEAUIHUHCKHAX
reHeTukoB (AMI).

26. CeutoBa ['ynmpHapa HapumaHoBHa — K.M.H., TTIaBHBIM Bpad MeIuWKO-T€HETUYECKOTO
nentpa (['enermyeckoit knmmuukn) HUM menunmuckoit renetuku, Tomckoro HUMIL
PAH

27. CemumzsiHoBa Jlumust PoOeproBHa — K.M.H., BeAymIWd HayuHbld coTpymHuk HUU
nenuaTpuu M oxpasbl 310poBbs jaereit LIKb PAH MunoOpHayku, nouneHT Kadeaps
neauatpuu U aerckor pesmarosnorun @I'AOY «llepseiii MI'MY nm. U.M. CeuenoBa»
MunznapaBa Poccun (CeuenoBckuit YauBepcutert), wieH Corosa [lequatpoB Poccun

28. CemeHnoBa Haranuss AnexcaHIpoBHa — K.M.H, CTapIIMi HAYYHBIH COTPYTHHK HAyYHO-
KoHCyinbTaTuBHOrO otnaena PI'BHY «Menuko-reHeTHYecKuii Hay4YHbId LEHTP HM.

akagemuka H.IT.boukoBay, wieH Acconpanuyu MeIUIIMHCKUX TeHETUKOB (AMI).
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29. TromennieBa Enena CraHumciiaBoBHa — J.M.H., 3aBEAYIOIIas OTIEIOM OpTaHHW3alUd
MenumuHcko niomomn  PI'BHY  «Meauko-reHeTU4eCKUii Hay4YHbId LIEHTP HM.
akanemuka H.IT.boukoBay, nupexktop Accouuanuy MEAUIIMHCKUX TeHEeTUKOB (AMI).

30. ®ucenko Anapeii [lerpoBuu — npodeccop, a.mM.H., nupexkrop PI'AY «HMMUL] 310poBes
nereit»  MunsnpaBa  Poccum, Ilpesumpent IlpodeccrmonanbHOl — 00IIECTBEHHOM
OopraHu3anuu (accouuanuun) JeTCKuX Bpauel «VHunumaTiBa CrieuanucToB NeJUaTpun U
HEOHATOJIOTMH B PAa3BUTUHU KIIMHUYECKHUX MPAKTUK» 110 BOMPOCAM IEIUATPHUH.

31. ®enortoBa TaTthsina BanepbeBHa — k.M.H., 3aBeayomias MI'K bY3 BO BOKBNel, unen
Acconyanuu MeTMIMHCKUX reHeTukoB (AMI).

32. lllecromanmoBa Enena AmnjapeeBHa — K.M.H., PYKOBOAHMTEIh MOCKOBCKOTO IIEHTpa
HEOHATAIBHOTO CKPUHUHTA (MEIMKO-TEHETHYECKOe OTnaeNieHne) mnpu Mopo30BCKOU
JNETCKOM TOPOJCKOM KIMHHYECKOH OONpHUIlE, 4WIeH ACCOIHMAMM MEIULIHUHCKUX
reHetukoB (AMI).

[IpencraBuTeny 0OIIECTBEHHBIX OPraHU3aINi

33. banabanoBa Enena HukxomaeBma — Ilpesmmenr AHO «OOmecTBo TAaIUMEHTOB C
dbenunkeTonypueii», r. Mocksa

34. bamkupoBa Ombra ApkxanseBHa — Ilpencenmarens Permonansnoit OOmiecTBeHHOU
Opranuzanuu Pecniyommku Tarapcran "ConelicTBrue 00bHBIM (eHWIKETOHYpUEH"

35. MapeuenkoBa Haraness UWropesna — Ilpencemarens Kemeposckoir OOmacTHON
OO011ecTBeHHON OpraHu3alK POAUTENIeH AeTel ¢ AMarHo30M (PeHUIKETOHYPHS

36. CeepioBa Bukropus AnaronseBHa — Ilpeacenarens HoBocuOGupckoit PernonanbHoi
O6mectBeHHo OpraHuzaly UHBAJIUIOB C (DEHUIIKETOHYpUEH W APYTUMHU PEIKUMHU
3a0oneBanusmu "dopmyna xu3HU"

37. CnenmoBa TaTesiHa AnekceeBHa — AUPEKTOp PernonanbHON 00IECTBEHHON OpraHU3aIiH
MOMOILH JIOJM ¢ (eHmIkeTonypueit mo CaparoBckoit obiactu "Bkyc sxu3Hn"

38. XakumoBa Marmoba Ao6nyBaxunmoBHa — Ilpencemarens IlpaBnenus PermonampHOM
0OIIECTBEHHON OpraHU3alluy MTOMOUIH JIIOASIM C (PEHUIKETOHYpUEH U IPYTUMH PEIKUMHU
3aboneBanuamu "®KY PB" no Pecnybnuke barmkopTocTan, pykoBOIUTEIh HAIIPaBJICHUS

OKYVY Bceepoccuiickoro obmecta pekux (ophaHHbIX) 3a00jeBaHUN

ABTOpBI  TOATBEPXKAAIOT  OTCYTCTBHME  (UHAHCOBOM  MOJAEPKKU/KOH(DIMKTA

UHTEPECOB, KOTOPBI HEOOX0IUMO 0OHAPOI0BATb.
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Ipunoxenne A2. MeronoJsiorust pa3padoTKu KIMHAYECKUX PeKOMEeH aluil

Hacrosimme pekomeHpanuu nOpelHA3HAYEHbl JUIsl NPUMEHEHUS MEIULUHCKUMHU
OpraHM3alUsIMH U YUYPEKACHUSIMH (PelepalIbHbIX, TEPPUTOPHAIBHBIX W MYHHIIMIIAIBHBIX
OpPraHOB YNpAaBJICHHUSA 3/PaBOOXPAHEHHEM, CHCTEM O0053aTeJbHOTO U J0OPOBOJIBHOTO
MEIUIIMHCKOTO  CTpaxOBaHWs, JAPYTMMH  MEIUIMHCKUMHU  OpPraHU3ALMSIMU  Pa3JIMYHBIX
OpPraHU3aI[MOHHO-TIPABOBBIX (OPM JIEATEIBHOCTH, HANpPaBIECHHOW Ha OKa3aHHE MEIULIMHCKON
ITOMOIILIH.

Hacrosmue pekoMeHIaluMy YCTaHABJIMBAIOT BHUJABI, 00bEM M HHIUKATOpPhl KauyecTBa
MEIMIUHCKONW TIOMOIIM TMalMeHTaM NpU (PEHUIKETOHYPUH U OBUIM PACCMOTPEHBI 23 OKTIOpPS
2019 rona B pamkax 3KCIepTHOro copeta B Mockse.

Knunuyeckne pekoMeHAalMM CO3JaHbl HAa OCHOBAaHMU CHCTEMaTHUecKoro o03opa
autepatypbl 1990-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, Orphanet 1 OMIM, a Taxxe MexIyHapOAHBIX KIMHUYECKUX PEKOMEH/IAIHI
[0 TUATHOCTHKE, JICYCHUIO U BEJICHUIO OOJIBHBIX ¢ METAO0IMYECKUMU OOJIE3HIMHU.

bbimm  ucnonb3oBaHbl MHTEPHET-NAHHBIE, NPEICTABICHHbIE HA MEXAYHApOIHBIX U
HAI[MOHAJBHBIX CalTax OOIIECTB peAKuX OoJIe3HEW M OOIECTBEHHBIX OpraHu3ammii. [ryOuHa
IIOMCKA COCTaBJIsUIA 5 JIeT

OneHka KadecTBa JOKAa3aTEJIbCTB M CHJIbI PEKOMEHJALUN IPUMEHEHUS MEIULUHCKUX
TEXHOJIOTHI TMPOBOJMIACE B COOTBETCTBHHM C YHU(DUIMPOBAHHOW IIKAJIOW, NMPUBEIECHHOW B
Tabaunax 1-3.

IleseBasi avaiuTOpHs AaHHBIX KIMHUYECKHX PEKOMEHIAIMINA:

Bpauun-renerukuy;

Bpauu o6m1eit BpaueGHOI MpakTUKH (CeMelHbIe Bpaun);
Ilennarpsr;

TepanesTsr;

Huetonoru;

Hespomnoryu;

IIcuxuatpsr;

MCHI/IHI/IHCKI/IG TIICUXO0JIOTH,

© 0o N o g bk~ wDhPE

AKyIIepbI-THHEKOJIOTH;

=
o

. BpaQI/I-HCOHaTOHOFI/I

-
-

. Bpaun- nabopaTtopHoii reHeTuKH;

[EY
N

. Bpauu knuHnveckoii 1abopaTopHOil TMarHOCTHKY,;

[EY
w

. Ctynentsl MmenunuHCKUX BY30B;
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14. Ob6yuaromuecs B OpAUHATYPE.

Tabauma 1. Illkana omeHkH ypoBHEW ag0CTOBepHOCTH pAokazarenbcTB (YIJI) ms

MCTOA0B AMArHOCTHUKHU (,Z[I/Ial"HOCTI/I‘IeCKI/IX BMCH_IaTeJ'IBCTB)

YA Pacun¢pposka

1 Cucrematudeckre 0030pbl MCCIEAOBAHUN C KOHTPOJEM pedepeHCHBIM METOJIOM WU
cUCTeMaTH4YeCKUil 0030p pPaHIOMU3UMPOBAHHBIX KIMHUYECKMX HCCIEAOBAaHUN €
IPUMEHEHHEM MeTa-aHaau3a

2 OTnenbHbIE MCCIENOBAHUS C KOHTPOJEM pEePEPEeHCHBIM METOJOM WM OTICNIbHbIE
PaHIOMHM3HPOBAHHBIE KJIMHUYECKAE HCCIEOBAHUS M CHCTEMAaTHYeCKHe O0030pHbI
UCCJIEJOBaHUM JTH000T0 Ju3aiiHa, 3a UCKIIOYEHUEM PaH/IOMU3UPOBAHHBIX KIMHUYECKUX
UCCIICIOBaHMIA, C TPIMEHEHNEM MeTa-aHalIn3a

3 HccnenoBanust 0€3 MOCIEIOBATEIBHOTO KOHTPOJS pePEepeHCHBIM METOIOM WU
UCCIICIOBAaHUSL C pEePEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHUMBIM OT
UCCIIElyeMOI0 METOJIa MJIM HEePaHIOMU3UPOBAHHBIE CPaBHUTEJIbHbBIE HCCIICAOBAaHUS, B
TOM YMCJI€ KOTOPTHBIE UCCIIEI0BaHUS

4 HecpaBHuTenpHbIE HCCIEIOBAHUS, OMTUCAHNE KIIMHUYECKOTO CIydast

5 HNmeercs nmumib 000CHOBaHHE MEXaHU3Ma JICHCTBUS WIM MHEHHE SKCIIEPTOB

Ta6aunma 2. Illkana oueHku ypoBHEH [1ocTOoBepHOCTH pAokazaTtenscTB (YII) ans

METOJIOB MPO(UIAKTUKH, JeYeHUs U peadwnmurauuu (MpoPpUIAKTUYECKUX, JEeUeOHBIX,

peadHIMTAIMIOHHBIX BMEIIATEIIHLCTB)

YA Pacuudgposka

1 | CucremaTtnueckuii 0630p PKU ¢ npumeHeHnemM MeTa-aHanusa

2 | Ortmenpabie PKU m cucremaTwdeckwe 0030pBI MCCIIEIOBAaHHWM JIOOOTO Ju3aiiHa, 3a
uckmouennem PKU, c npumenennem Meta-aHanmsa

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

4 | HecpaBHUTENbHBIE UCCIIEOBAHUS, OMMCAaHNE KIMHHUYECKOTrO Clydas WIM CEpUU CIydaeB,
VICCIICIOBAHMSI «CITy4aii-KOHTPOJIb)

5 | Umeercs numb 0OOCHOBaHHME MeEXaHHM3Ma JCWCTBUS BMENIATENbCTBA (JIOKIMHUYECKHE

I/ICCJ'IGJIOBaHI/Iﬂ) HJIN MHCHHE SKCIICPTOB

Tao6auna 3. Illkana oneHku ypoBHeW yOeaurtenbHOcTH pekomeHnammii (YYP) ans

MCTOO0B HpO(I)I/IJ'IaKTI/IKI/I, JAUAarHoCTUKH, JICUCHUA U pea6I/IJ'II/ITaLII/II/I (HpO(l)I/IJIaKTI/I‘ICCKI/IX,

JTUAarHOCTHYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuiugposka

A

CunbHas pekoMeHIalus (Bce paccMaTpuBaeMble Kputepun 3(PQPeKTHBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMM, BCE UCCIIEJOBAaHUS MMEIOT BBICOKOE WJIU
YIOBJIETBOPUTEIBHOE  METONOJIOTMUECKOE  KayecTBO, WX  BBIBOABI  IIO
MHTEPECYIOIIUM UCXO0JIaM SIBJISIFOTCS] COITIACOBAHHBIMU )
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B VYcnoBHas pexomeHarus (He BCe paccMaTpuBaemble KpuTepuu 3(h(HEKTUBHOCTH
(I/ICXOI[BI) SABIIAAIOTCA BaXHBIMH, HC BCC HCCIICOOBAHUA HMMCHOT BBICOKOC HJIH
YIIOBJIETBOPUTEIHLHOE METOJOJIOTUYECKOE KauyeCTBO W/WIIM WX BBIBOJBI 110
MHTEPECYIOIIUM UCX0JIaM HE SBJISIIOTCS COTJIACOBAHHBIMHU )

C Cnabast pexomeHzanus (OTCYTCTBUE JOKa3aTENbCTB HAJIEXKAIIEro KayecTBa (Bce
paccmaTpuBaeMble KpUTepuu 3PGEKTUBHOCTH (MCXObI) SBISIOTCS HEBAKHBIMH,
BCE MCCIICOBAHNS UMEIOT HU3KOE METOAO0JIOTMYECKOE KAYeCTBO U MX BBIBOJBI 110
MHTEPECYIOIIUM UCX01aM HE SIBJISIIOTCS COTJIACOBAHHBIMMU )

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEKOMEH IalUid.

Mexanu3smM  OOHOBJIGHHS ~ KIMHUYECKMX  PEKOMEHJAlui  IpeaycMaTpuBaeT  HX
CUCTEeMAaTUYECKYIO aKTyalIU3allli0 — HE peXke YeM OJIMH pa3 B TPU I'0Jia, a TAKXKE MPHU MOSIBICHUN
HOBBIX JIAHHBIX C TMO3WIMH JOKA3aTebHONW MEIUIIMHBI MO0 BOMPOCAM JMArHOCTUKH, JICUCHUS,
OpOPMIAKTUKH W peadWiIuTalud KOHKPETHBIX 3a00JIeBaHHM, HAIMYMKA OOOCHOBAHHBIX

JOTIOTHeHU/3aMeuanuil K panee yrBepkaéHHbIM KP, HO He yaie 1 pa3a B 6 MecsIies.
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Hmeo;KeHne A3. CHpaBO‘lHI)Ie MaTepHualbl, BRKJIKYasi COOTBETCTBUE

NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CIOCO00B NPUMEHEHUSs U

10.

11.

03 JICKAPCTBCHHBIX NpenapaToB, HHCTPYKIMHA MO MIPUMEHCHUTO

JIEKApPCTBEHHOT0 Mpenapara

@enepanbubiii  3akoH  "OO0 OCHOBaxX OXpaHbBl 3J0pOBbS TpaxkiaaH B Poccuiickoit
®enepauun" (N 323-O3 ot 21.11.2011).

ITocranoBnenue IlpaBurensctBa PO ot 30 uronga 1994 r. N 890 "O rocymapcTBeHHOM
MOJACP)KKE Pa3BUTHA MEAULMHCKONW MPOMBIIIJICHHOCTH M YIYUYIIEHUH OOecreueHus
HAceJICHUs M YUPEXKJIEHUN 31paBOOXPAHEHUS JIEKAPCTBEHHBIMU CpPEACTBAMH U
U3JIEIUSIMU METMIIMHCKOr0 Ha3HauYeHUs" (C U3MEHEHUSIMU U JI0IIOJTHEHUSIMHU )

[Ipuka3z Munzapascoupaszsutusi PO ot 22.03.2006 N 185 "O maccoBom obcneqoBaHuu
HOBOPOJKJICHHBIX JIeTE€l Ha HacJeACTBEHHbIE 3a0oseBaHus (BMmecte ¢ IlosnoxxeHuem 00
OpraHu3alliil TPOBEACHUS MAacCOBOTO 00CJIEeIOBaHHS HOBOPOXKICHHBIX JETeH Ha
HaCJIe/ICTBEHHBIE 3a0oseBaHus, PekomMeHmanmusiMu 1o 3a00py 0Opas3loB KpOBH TIpU
IIPOBE/ICHUU MAaCCOBOI0 O0CIEI0BaHMs HOBOPOXJIEHHBIX JE€Te Ha HacleJCTBEHHBIE
3aboseBanus)"

Ilopsimox oOka3aHMs MEIUIMHCKOM IOMOLIM OOJBHBIM C BPOXKICHHBIMU M (WIN)
HacnencTBeHHbIMU 3a00neBanusaMu (IIpukaz M3 PO ot 15.11.2012 roga N 917n).
[TocranoBnenue IlpaButenbctBa Ne403 ot 26.04 2012r "O nopsake BeneHUs
denepanbHOr0  perucrTpa JML, CTPAAAOMUX  YIPOXKAIOIMUMU U XPOHHUYECKH
MPOrPECCUPYIOIIMMU  PeAKUMH  OphaHHBIMM  3a00JI€BaHUSAMH, NPUBOIALIUMH K
COKDALICHUIO IPOJOJDKUTEIBHOCTH >KM3HM TPaXJaH WIM MX HHBAJINIHOCTH M €r0
PETrMOHANIBHOTO CerMeHTa .

Cranpapt crnenuanu3supoOBaHHOM MEIMLIMHCKON MOMOLIM AETAM IpPU KJIACCUYECKOU
¢denunkeronypuu (Ilpukaz M3 PO ot 9.11.12 Ne737n).

Kputepun onenku kauecrBa meaunuHckoi nomomu (Ilpukaz M3 P® ot 10 mas 2017 r.
Ne 2031 «O0 yTBEepKIACHUN KPUTEPHEB OIIEHKH KaueCTBa MEIUIIMHCKOMN TOMOIIIN ).
[Tpuxa3z MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 nekadps 2014
r. N 834u1 "OOG yrBepkaeHNH YHU(DUIMPOBAHHBIX (OPM METUIMHCKON JOKyMEHTaluHu,
HCIOJIb3YEMBIX B METUIIMHCKUX OPraHU3AlMSIX, OKA3bIBAIOUINX MEIUIIMHCKYIO TOMOIIb B
aMOYJIaTOPHBIX YCIIOBUSX, U OPSAJIKOB IO UX 3alOJTHEHHIO".

[Ipuka3 MunucrepcTBa 3npaBooxpanenust Poccuiickoit ®enepanuu ot 20 nexadbps 2012
r. N 11778 "OO6 yTBepxIeHUH MOpsJKa Jaud HHPOPMUPOBAHHOIO J10OPOBOJIBHOTO
coryiacus Ha MEIUIUHCKOE BMELIATEIbCTBO M OTKa3a OT MEAMIIMHCKOTO BMENIaTeIbCTBA
B OTHOUIEHMM  ONPEJEIICHHbIX BHUJIOB  MEIUIMHCKUX  BMEIIATENbCTB, (HopM
MH(POPMHUPOBAHHOTO JJOOPOBOJIBHOIO COTTIACHs HAa MEJUIIMHCKOE BMELIATEIbCTBO U (hopM
0TKa3a OT MEAMIIMHCKOIO BMENIaTeNbCTBA" .

ITpuka3 MunucrepctBa 3apaBooxpanenus Poccuiickoit @enepannu ot 14 suBaps 2019 r.
N 4u "OO yTBep)KICHMM NOpsJKAa HA3HAUYEHUS JIEKAPCTBEHHBIX IpernaparoB, (opm
pelenTypHbIX OJaHKOB Ha JIEKapCTBEHHBIE IMpenapaThl, mopsaka odopMieHus
yKa3aHHbBIX OJIAaHKOB, UX y4yeTa U XpaHeHus"

IIpuka3z MunucrepcrBa 3apaBooxpanenus Poccuiickoit ®denepanun ot 16 mas 2019 r. N
3020 "OO6  yrBepxknaenun  Ilopsaka — TPOXOXKACHUS  HECOBEPUICHHOJECTHUMHU
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12.

13.

JUCIIAHCEPHOrO HAOJIOACHUS, B TOM 4YMCIE€ B MEpHOA OOy4eHUS M BOCHUTAHUSA B
o0pa3zoBaTeNbHBIX OpraHu3anusIx "

Pacnopsoxenue IlpaButensctBa PO ot 31 nexabpst 2018 r. Ne 3053-p "O6 yrBepxaeHun
IepeyHell MEIMLMHCKUX W3IENud, WMMIUIAHTUPYEMbIX B OpraHuM3M 4eJOBEeKa Ipu
OKa3aHUU MEIULMHCKON IMOMOIIM B paMKax IpPOrpaMMbl I'OCYIapCTBEHHBIX TapaHTUIN
0ecIuIaTHOrO OKa3aHMs rpakJaHaM MEAMIMHCKOM MOMOIIX U OTIYCKAaEMbIX 110 perenTam
Ha MEIMLUHCKHE U3JIENHs IIPU MPEJOCTaBICHUHM Habopa COLUANIbHBIX YCIyT"

[Ipukaz Munucrepctsa 3apaBooxpanenuss PO or 6 utong 2013 r. N 354n "O nopsnke
IIPOBEJICHUS NIATOJIOrOAHATOMMUYECKUX BCKPBITUI" (3aperucTpupoBaH MMHHUCTEPCTBOM
toctuimu Poccuiickoii @eneparuu 16 nexadps 2013 r., peructpanuonasiii N 30612).

HNudopmanust o JjekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHOBHbIEe HOPMATHBHO-NIPABOBbIE AKTHI, PeryJIMPYIOIIHe O0KA3aHHe

NAJJIMATHBHONH MeIUIIMHCKOH IMOMOIIIH

1.

10.

®denepanpubiii 3akoH "O BHeceHHMM W3MeHeHHM B DenepanbHblii 3akoH "OO ocHOBax
OoXpaHbl 370poBbsi Tpaxaan B Poccuiickoit ®epepauuu" 1O BOMpocaM OKa3aHUS
nayIMaTUBHON MemumuHcKkor momoru" oT 06.03.2019 Ne 18-D3.

[Ipukaz Munsgpasa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O06
YTBEPKACHUM TOJOXKEHUSI 00 OpraHu3allii OKa3aHWs MaJUIMaTUBHON MeIUIUHCKON
MOMOIIIH, BKJTIOUasi MOPSAOK B3aUMOJACHCTBUSL MEIUIIMHCKUX OpraHU3allMi, OpraHn3anni
COLIMATILHOTO OOCTY)KUBAaHUS U OOIIECTBEHHBIX OOBEIWHEHUHN, MHBIX HEKOMMEPYECKUX
OpTaHMU3aIi, OCYIICCTBIISIONINUX CBOIO JIEATEIIPHOCTh B C)epe OXPaHbI 3[OPOBBS».
[Tpuka3z MunznapaBa Poccuu Ne 348n ot 31 mas 2019 roga «O0 yTBep»KACHUH MEPEUHs
MEIUIIMHCKUX W3JEINi, TpeIHa3HAYCHHBIX [UIsl TOJJEPKAHUS OPraHOB M CHUCTEM
OpraHu3Ma 4eJ0BEeKa, MPEAO0CTABIISEMbIX JJIs UCIIOIb30BAHUS HA IOMY».

[Tpuka3z MunzapaBa Poccun Ne 5051 ot 10 uronst 2019 roga «O06 yrBepxaenun [lopsinka
nepefadyd OT MEAUUMHCKOW OpPraHM3aluy MAalUeHTy (€ro 3aKOHHOMY MpPEACTaBUTENIO)
MEIUIIMHCKUX W3CNINNA, TpeAHa3HAYeHHBbIX I TojiepkaHus (YHKIUNA OpPraHoB W
CHCTEM OpraHM3Ma 4esoBeKa, JIJIsl UCMOJIb30BAHUS HA IOMY MPU OKa3aHUH NaJNIMaTUBHON
MEUITUHCKON TOMOIIIH.

ITpukaz M3 P® Ne 831 ot 3 okta6psa 2019 roma «OO6 yTBepXkIE€HUM BEIOMCTBEHHOMN
eneBo mporpamMmbl  «Pa3BUTHE CHUCTEMBI OKa3aHUS MNAJUIMATUBHOM MEIMIIMHCKOMN
MTOMOIILIN.

IIpoune HOPMATHBHO-NIPABOBBIC JOKYMEHTBI, C Y4€TOM KOTOPBIX pa3padoTaHbI
KJIMHHYeCKHe PeKOMeHIaluu:

MexayHaponHas kinaccudukanus OoJjie3HEe, TpaBM M COCTOSHUH, BIHSIONIMX Ha
3nopoBbe (MKB — 10);

ITpukaz M3 P® ot 20 nmexabps 2012r. Ne 1183n «OO0 yTBepkIeHUM HOMEHKIATYPHI
JOJIKHOCTEN MEIMIIMHCKUX paOOTHUKOB U (hapMalleBTHUECKUX PaOOTHHUKOB).

ITpukaz M3 P® ot 23 utonsg 2010 r. Ne 5411. Enunslii kBanmupuKamoHHBINA CIIPAaBOYHUK
JOJKHOCTEN pYyKOBOJUTENEH, CIIEIUATINCTOB U CIyKaluX, pa3aen KpanupukannoHHbe
XapaKTEePUCTHKH TOJHDKHOCTEH paOOTHUKOB B cepe 3paBOOXpaHEHUSI.

®enepanbHbli 3aK0H OT 25.12.2018 No 489 489-D3 «O BHeCEHUHM M3MEHEHUW B CTAThIO
40 ®enepanbHoro 3akoHa "OO6 00s13aTeTbHOM MEIULIMHCKOM CTpaxoBaHuM B Poccuiickoii
Oenepatn" u DenepanbHblii 3akoH "OO OCHOBaX OXpaHbl 370POBbSI TpaXKIaH B
Poccuiickoit denepanuun no Bonpocam KIMHUYECKUX PEKOMEHIAIHI.
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11. IIpuxa3z MunznpaBa Poccun Ne 103n ot 28.02.2019 r. «O6 yTBepKIeHUH TMOpSAKA U
CPOKOB pa3paboTKH KIMHUYECKUX PEKOMEHAAlUN, WX MepecMoTpa, THIOBOH (HOpMBI
KIIMHUYECKUX PEKOMEHJAIMi W TpeOOBaHWMH K WX CTPYKTYpe, COCTaBy W Hay4IHOU
000CHOBAaHHOCTH, BKJIIOUa€MOM B KIIMHUYECKUE PEKOMEHIAINKI HHOOPMALIUN.

12. Ilpuka3z Munszapasa Poccun ot 13.10.2017 N 8041 "OO yTBepKIeHHH HOMEHKIATYPHI
MEJIUIIUHCKUX yCIyr".

13. IIpuka3z MunucTepcTBa TpyAa U couuanbHoi 3amutel PO ot 27 aBrycra 2019 r. n 585u
"O knaccupUKaUUAX M KPUTEPHUSX, HCHOIB3YEMBIX IPU OCYIIECTBICHUH MEIUKO-
COLMATILHOM 3KCIEPTU3BI TPaxaaH (eaepaTbHBIMU TOCYAAPCTBEHHBIMUA YUPEKIACHUSIMH
MEJIUKO-COIIUATIbHOM SKCIEPTU3HI";

14.Ilpukaz MuHuCTEpCTBA 3/paBOOXPAHEHUS W COLMAIBHOrO pa3BUTHS Poccuiickoi
Qenepann «O  MOpSAJIKE NPUMEHEHHUS JIEKApCTBEHHBIX CPEICTB Yy OOJBHBIX M0
JKU3HEHHBIM MoKa3zaHusam» ot 9 aBrycra 2005 r. Ne 494

15. Undpopmanmonnoe mnucbMo  MunznpaBa Poccun 1m0 BO3MOMKHOCTH — 3aKYIKHU
JIEKapCTBEHHOI'O npernapara 1o TOPrOBOMY HaWMEHOBAHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

16. Ilepedenp crieUaTM3UPOBAHHBIX MPOJYKTOB JICYCOHOTO IMUTAHUS IS JICTCH-WHBAIHIOB
Ha 2020 rox, Pacnopspkenue IlpaBurenbctBa Poccmiickoit denepanuu ot 11 nexabps
2019 roma Ne 2984-p
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Ipunoxenue b. Anropurmsl 1eidcTBUII Bpaya

| O01Mii aNropuT™M AUATHOCTUKH M Tepanuu ' DA

Jnmaraoctuka
runepdeHnIaIaHnHEMUT
(HEeoHaTaNbHBIN CKPUHUHT,

MOJICKYJISIpHAST UArHOCTHKA,
nuddepeHnranbHas TMarHOCTHKA)

IIponomxenue
JTMarHOCTUYECKOTO ITOMCKA
B paMKax Jpyrux
BO3MOJKHBIX 3a00JIeBaHUI

Jlnaruos

MOATBEPKICH?

Tepanust amOynaTOpHO 1O/ HAOIIOIEHUEM

Bpaua

\ 4

I[I/ICHchepHOC Ha6J'IIO)IeHI/Ie )51
JICYCHUEC C ICPUOAUUCCKHUM
KOHTPOJIEM B ClICHUAIIU3UPOBAHHOM

A

YUPEXKICHUU

Tepanus

HET Ja

s dexTuBHa?
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Il Anropurm anddepenumanbuoi 1MarHocTuku I'DA

T'DA (PA>2,0 mr/mn)

MonekynspHo- BHA4
TreHETHYCCKAs > 'HF%/XIHTH&H
JIMarHOCTHKA
DAT-
nedunrTHAS
| ROYLN
A 4
I'enotun, He I'enotun, moTeHIMAILHO
4yyBCTBUTENbHBIN kK BH4 qyBCTBUTEIbHBIA K BH4

b Harpy3ounsrit
TECT C
CarponTepuHOM

Cumxenue A
menee 30%

Camxenne A na
30% u Ooitee

A 4 A 4

BH4 ne uysBctBuTensHas [ ®A BH4-uyBcTBuTensnas [[OA

A A A 4

Haomroneuue B JIITY
Menuko-reHeTUYECKOe KOHCYIbTUPOBAHUE

1 .
YHarpysounsrii Tect mpoBouTes mocie 1 roxa
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Ipunoxenue B. Uudopmanusa 11 naumeHra

Yro Takoe penunnkeronypus?

Oenunkeronypus (PKY) — 310 HacneacTBeHHoe 3a00jeBaHUE, XapaKTEpU3YIOIIEECs
HapylieHueM Mertabonusma ¢enwmitananuHa (DA, He3aMeHHMas aMHHOKHCIIOTA, KOTOpas He
CUHTE3UPYETCs] B OpraHu3Me, MOCTYNAeT ¢ MUIIeH — MPOAYKTaMU KUBOTHOTO MPOUCXOXKICHUS,
B TOM YHCJIE C IPYJHBIM MOJIOKOM M JETCKUMH MoJIouHbIMH cMmecsiMu). DKV — nenas rpymma
3a00sieBaHNi pa3iuuHOM TskecTH. B Poccun npumepHo 1 Ha 7-8 ThICSI4 HOBOPOXKACHHBIX JETEH,
a Bcero 6ostee 200 neTeit B TOJ1, pOXKAACTCS C 3TUM 3a00JIEBAHUEM.

[Ipu oTcyTCTBMM CBOEBPEMEHHOW JAMArHOCTUKHM M JIEYEHHs 3a00JieBaHUE IPOSBIISAETCS
00BIYHO B BO3pacte 2—6 MECSIEB XKU3HMU MMPU3HAKAMU TOPAKEHUSI LIEHTPAIbHON HEPBHOMU
CUCTEMBI: pOAMTENCH OECHOKOST BSJIOCTh PeOEHKa, OTCYTCTBHE MHTEpEca K OKpYKarollemy,
WHOTJa TIOBBIIIEHHAS  Pa3pakKUTEIbHOCTh, OECHOKOMCTBO, CpBITMBAaHUS, HapylICHUE
MBIILIEYHOTO TOHyca (Yalle MbIIIeYyHas TUIOTOHUS), MPU3HAKH aTOMHYECKOTo JepMaTuTa,
3a/iep’KKa IICUXOMOTOPHOTO Pa3BUTHUS, UHOTA cyaopord. C BO3pacTOM JAETH UMEIOT TSIKEI0e
MOpPaXEHWE HEPBHOW CHUCTEMbI BIUIOTH JO YMCTBEHHOW OTCTamoCTH W snwiencuu. [lpu
CBOEBPEMEHHO HA3HAYEHHOM I1aTOICHETUYECKOM JICUEHUU KajloO0bl HMEIOT 0oJiee JErKui
XapaxkTep WIA OTCYTCTBYIOT.

Kak Bpauu 00HapyKXuBaIT, 4TO peOEHOK 00s1eH?

C uenbio paHHEW AUArHOCTUKH U NMPOGUIAKTUKH Pa3BUTHS YKa3aHHBIX CUMIITOMOB BCEM
HOBOPOXJICHHBIM MPOBOJAUTCS HEOHATABHBIN CKPUHUHT B POJIMIILHOM JIoME Ha 3-7 JIeHb )KU3HHU.
Pe3ynbrathl 1aHHOTO 00CIEAOBaHUS COOOIIAIOTCS POIUTENSIM 10 TenedOoHy.

Poautenu 06si3aHBl BHUMATETHLHO OTHECTUCH K MOTYYEHHOW M3 LIEHTPAa HEOHATAIbHOTO
CKpUHMHTA MH(GOPMAIIMU U HEMEJIJICHHO SBUTHCS Ha MPUEM K Bpady W/WJU CBSA3aThCS C HUM IO
TenedoHy, Naxe eciau y peOdeHKa OTCYTCTBYIOT KIWHMYECKHE CHUMIITOMBL. Pemienne o
Ha3HAUYCHHUH U XapaKTepe NUEeTOTepany MPUHUMAET Bpay.

Kakue npo0;ieMbl BbI3bIBaeT (eHUIKETOHYpHs?

[Iuima, KOTOPYI0 MBI €IUM, COIEPKHUT OCJIKU, COCTOSIINE U3 OTACIBHBIX aMUHOKHCIIOT.
[Ipu ¢eHnIKeTOHypUHM OJHA W3 ITUX AMHUHOKHCIIOT, KOTOpas Ha3bIBaeTCs (EHUJIATAHWH, HE
yCBaMBAETCS OPraHU3MOM OOBIYHBIM 00pasoM. M3-3a »toro DA HakamimBaeTcss B KPOBH
pebenka. be3 nedeHus 5TO TPHUBOIUT HAPYIICHUIO pa3BUTHS Mo3ra. Ho 3TO MOXHO
NperyNnpeanTb, €CIi YMEHbIIUTh KOJn4yecTBO Oenka B muimie. Takum obOpa3zom, Bam pebeHok

HY)XJIa€TCS B CTICIIMAIIBHON HU3KOOESIKOBOM HETE.
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Jlueta, ¢ OTHOM CTOPOHBI, TOJDKHA conepkaTth Maino 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 UCKJIIOYEHHEM [IMEeThl, OTHOCUTECh K pPEOCHKY Kak K 3JI0pOBOMY, HE CTapailTech
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 siu peGeHOK HOPMAJILHO PACTH U Pa3BUBATHCS?

st Beex nererr ¢ @KV, KoTOpble CBOEBPEMEHHO Hauajiu JICYCHHE, OTBET oAauH — JJA!
Ecnu nedenme Bamero pebeHka TpOBOAUTCS MOCTOSHHO, PEOCHOK pPAaCTeT W Pa3BHBAETCS
HOPMAJIBHO.

Ho, ecnu xoHTponb 3a coOOMIOAEHHEM AMETHl HEJOCTATOYHBIM, 3TO MOKET BBI3BATH
npoOyieMbl OoOydeHUss W ToBeneHUs peOeHka. PeOeHOK He CMOXKET JOOWTBCS TEX YCIEXOB,
KOTOPBIX OH OBl JOCTUT IPH TIIATEILHOM COOJIIO/IEHUU JUETHI.

9TO0 MOKU3HEHHAs qUeTa?

B mHacrosmee Bpemsi cuMTaercs, 4YTO HauOoliee ONArompusATHO TMOXKU3HEHHOE
coOmonenne aueTsl. JKectkoe coOmrogeHne aueThl HeoOxomumo y okeHmuH ¢ DKY
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 BBICOKOOEIKOBBIX MPOAYKTOB, JOJKHA OBITh HayaTa HE IO3JHEE MEepBbIX
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 mnaroreHeTHYecKOM JHETOTEpalMu C TMEepBbIX JHEH JKU3HM peOeHKa
onpezenseT 6JaronpUsITHBIN NPOTHO3 TeUeHUs! (EHMIKETOHYPHUH.

OcHoBHbIe NpUHIUIBI AUeThI TP DKY.

OObIuHOE MHMTaHUE, PACCUUTAHHOE Ha 3JI0pOBOT0 peOEHKA, CONEPKHUT ropaszio Ooblie
(deHunanannHa, 4eM MOKeT ycBOMTh pebéHok ¢ OKVY. Takum obpazom, JieueHHE 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 MCIIONIb30BaThCs B UeTe. J[pyrue mpoyKThl, coepkKaliue MeHbIlIee KOJIMYECTBO Oelka,

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 TedeHue IHsA. Pa3pereHHoe KOJTU4ecTBO
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 CaJlo, PacTUTEIbHOE MAacjo, MOTYT
UCIIOJIb30BAaThC  OTHOCHUTENBHO CBOOOAHO. Kpome TOro, CymiecTBylOT CHEUAIBHO
pa3paboTaHHbIE ¥ MPOM3BOIUMBIC MPOMBIIIICHHBIM 00pa30M MPOAYKTHI MHUTAHUS JJIS JeTel ¢
OKY, coxepxarniue maino Oenka. K HUM OTHOCATCS crienMalIbHBIN XJ1e0, MaKapOHHbBIC U3/ICIHs,
nevyeHbe U Baiu, puc, MOJIOKO U APYrue U3Jeiusl, KOTOPhIE MOKHO MCIOJB30BaTh 1OCTATOYHO
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, pbl0a, ChIp, sAiilla, KOTOPbIE HE MOXKET €CTh
Bam pebGeHOk, 3aMEHSIOTCS ClieluaibHOW aMUHOKHCIOTHOM CMEChIO, B KOTOPOH OTCYTCTBYET
deHnnananuH. JTH 3aMEHHUTENH Oellka yrmoTpeOsSIoTCs B BHJIE HAMMTKOB MM TacT, a y Ooiee
CTapIIMX JeTe MOTYT ObITh B (popMe TaOIeTOK. DTH CMECH BBLIAIOTCS IO PEIEnTy Bpada U
obOecrieunBarOT peOeHKa «Oe30MacHbIM» OENKOM JJsi €ro pocra W pa3BuTua. Bpad-reHetuk
noIpoOHO pacckaxeT Bam, kak MpaBUIbHO TOTOBUTH M MPUHUMATh TAKYIO CMECH.

3amenurenu Oenika — KpaiiHe BaxkHas yacTb AueThl npu OKVY. OHu narotcs B HECKOIBKO
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, Baml Bpau HazHAuMT HEOOXOAMMBIE KOJIMYECTBA 3TUX BEUIECTB B BHJE
JIOTIOTHUTENIBHBIX 100aBOK K muie. J[aBaiiTe peOeHKY TOJIBKO T€ Mpenaparhl, KOTOPbIEe Ha3HAUUT
Bpau!

IIpn kakux ¢popmax ®KY Bo3MOKHA MeTUKAMEHTO3HAS Tepanus?

st Hexkotopeix ¢opm DKV pazpaborana meaukameHTo3Has tepanus. DPGHEeKTUBHOCTh
JIEKapCTBEHHOT'0 IIperapara OnpeaesieTcs ¢ TOMOIIbI0 TECTUPOBAHMSL.

TecTupoBaHue NPOBOANUT, KOHTPOIMPYET U OLEHUBAET Bpau, KOTOPBIH OCYLIECTBIISET
neyeHne M HaOmoneHue mnauueHToB ¢ OKY. Jlng OGonee TIIaTenbHOro KOHTPOJS TECT
1eJ1ecO00pa3HO MPOBOJUTH B CTAallMOHApe, BO3MOXKHO JHEBHOIO MpeObIBaHUS, MpPU CTPOroM
cOOI0ICHUH MAIMEHTOM PEKOMEHIAIMil Bpaya 110 IPOBEASHHIO TecTa — aMOyJIaTOPHO.

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

JHEeW 10 Hayvala TecTa U B nepuoa TCCTUPOBAHHUA JUIA UCKIKOYUYCHUA BJIWAHUA IOUCTBI Ha
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Kosiebanuss KoHreHTpauuu @®A B kposu. [locie moiydeHHs IMOJOXHUTEIBHOTO pe3yabTara
TECTUPOBAHUSI HEOOXOMMO TIOITBEPAUTD €ro B X0/€ 0oJiee NTUTEILHOTO HAOTIOACHMSI.

[ToBeimenue TonepanTHOCTH K mnumeBomy DA Ha QoHEe mpuema campornTepuHa™*
SIBIISICTCS TOKA3aHUEM JIJIsl PACHIMPEHHs IUETHI, TMPU ITOM KOHIeHTparus DA He IoimkHa
npeBbimaTh 6 mr/mi. [Ipy KOMOMHUPOBAaHHOM HCIIOJIB30BAHUU THITO(EHIIAIAHMHOBOW JTUETHI U
canmponTeprHa** KOHTPOJb 3a XHUMHYECKHMM COCTaBOM JHETHI, AaHTPONOMETPUYCCKHUMHU U
OMOXMMHYECKHMH TIOKa3aTeNIIMA HYTPUTUBHOTO cTaTyca manueHta, @A KpoBU NOJDKHBI OBITh
CHUCTEMaTHYECKUM.

[TanieHTHI, TMONyYaIOMIME CaNpONTePUH** TpeOyT TIIATEIBHOIO KOHTPOJS 32

COCTOSIHUEM UX HYTPUTHUBHOI'O CTAaTyCa U APYTMMHU IIOKA3aTCIIsIMU 310POBbBA.

Y100kl JeueHue OBLI0 3(1)(1)6KTI/IBHBIM, pOoaAUTECIN U YJICHBI ceMeﬁ, A€ €CTh INallMCHTHI C
CDKy, CaMHu NNanMCHTBI JOJI2KHBI OBITb B TECHOM KOHTAaKTE€ CO CBOHUM JicHyalmiuM BpaduoM H

BBIINIOJIHATH BCE €r0 Ha3Ha4YeHus!

Kak 310 KoCHeTCs Apyrux Aereil B Hameil cembe?

VY4uThIBas ayTOCOMHO-PELIECCUBHBIN TUIT HACIEeI0BaHUs, MaTh U OTELl OOJIBHOTO pebeHKa
ABJIIOTCS HOCUTESIMU OOJIE3HH, XOTS OHM COBEPLIECHHO 310poBbl. IIpu kaxknolr GepemeHHOCTH
PHUCK poJuTh 00JIBHOTO pebeHKa cocTaBiser 1 maHc u3 4, TO €CTh JIOCTATOYHO BBICOKHM pUCK
MOBTOPHOT'O POXJAEHUS B ceMbe O0NBbHOTO pedeHka. [loaToMy mokazaHo MeIUKO-T€HETHYECKOe
KOHCYJIbTUPOBaHHME, 4YTOOBI IMOMOYb CE€MbE POJUTH 3A0poBOro pebOeHka. Takxke MeIUKO-
TEHETUYECKOE KOHCYJIbTHPOBAaHUE HeoOXoaumo BceM mnauueHtamM ¢ @KV penpoaykTuBHOTO
BO3pacTa.

B3pocasim nmanmentam ¢ @KV (He3aBucMMO OT mojia) clieAyeT 3HaTh, UTO €CIIU Y UX
napTHepa HeT MyTtaiuii B rene @AL', To B 1aHHOM Opake Bce 1eTH OyayT TOJIbKO HOCUTEISIMU, U
00J1€3Hb HE MOBIMSET Ha UX 370poBbe. C Apyroil CTOpoHbl, ecnu  mapTHep nauueHta ¢ OKY
uMeetr mytaruio B reHe @AI, To 50% ux mereir MoryT cTpanath GeHmikeTonypueit. Eciu o6a
poautens sBisitorcss nmauumeHtamu ¢ DKV, To Bce ux netu Takxke OyqyT MMETh JaHHOE
3a0o0JeBaHNe M JOJDKHBI OyAyT MOJy4yaTh OJUHAKOBOE C POAUTENsAMHU JieueHue. JKeHIIMHaM
PENPOIYKTUBHOIO BO3pacTa C YCTAHOBJIEHHBIM paHee auarHozoM DOKY peKOMeHyeTCs
3apaHee IUIaHUPOBAaTh OEPEMEHHOCTh, IPEIBAPUTENHLHO TPOKOHCYITUPOBATHCS Y THHEKOJIOTa U
TeHEeTUKA U CTPOTO BBIMOJHATH UX Ha3HaueHHs. DTU Mepbl HEOOXOAMMBI JUIs CHU)KEHUS PUCKa
poxaeHus y xeHmuH ¢ @KV miuaneHneB ¢ pa3audyHbIMU BPOXKJIEHHBIMH IIOPOKaMHU pa3BUTHUS

(cunapomoMm «matepuHcKoit DKVY»).
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IHamsaTKa OyAymmM MamMaM ¢ IMarHo3oM «(eHHIKEeTOHYPHS a TAKKe POAUTEISAM
AeBo4YeK ¢ (PeHUIKEeTOHYpPHeH.

JTO Ba’KHO 3HATH!

HyxHO NOMHMTB, YTO MOCJIE OKOHYAHMSI CIELIMATU3UPOBAHHOTO JeueHus y Bac B kpoBu
ocTaeTcs BBICOKOE cozepikaHue (peHmnananuHa u ero nmpou3BoaHsix. Ha Bam opranusm 310 He
OKa3blBaeT BpeAHOro BozaeiictBusa. Ho eciau Bbl coOupaerech CTaTh MaTepblo, TO BBICOKUM
ypOBEHb (heHMIIaJaHWHA Y Bac B KPOBM OCTAHOBHUTCS «TPO3HBIM Bparom» Baiero Oyayiero
pebenka. IloBbIIeHHBIH YpOBEHD ()eHIIATaHUHA B KPOBU OEPEMEHHOM JKEHIIMHBI, CTPAJaroIIeit
OKY, BpI3BIBAaCT y IUIOJA TSKEIbIE IOPOKH pa3BUTUSA CEPACYHO COCYAMCTOW CHCTEMBI,
TOJOBHOTO MO3ra, 3aJepKKy (U3MUYECKOro pa3BUTUS, MHTEIJIEKTYaJIbHOTO —Pa3BUTHSA,
snwiiencuo. Beicokas koHueHTpanus (eHmnanaHuHa U ero MpOU3BOAHBIX B KPOBU BO BpeMs
OepeMEeHHOCTH SIBIISETCS «SJ0M» JIJISl Pa3BUBAIOLIEI0 OPraHu3Ma Majiblla.

Yo HY/KHO c/1eJIaTh, YTOOBI IPEIOTBPATUTH POKIeHNe 00JIbHOr0 pedeHKa:

1) Tloceruts MEANKO-TEHETUUECKYIO KOHCYJIbTaI[I0 pu IUIAHUPOBAHUH
o6epemenHoctu. Eciin Bam He Bemmonusim JIHK-muarnoctuky, cieayer mpoBecTH
JAHK-aunarnoctuky Bam u Bamemy maptaepy.

2) Bcrath Ha y4€T B MEIMKO-TEHETHYECKONW KOHCYJIbTALMM M HAayaTh JieueHHe 3a 2-3
Mecsla 10 IUTaHupyeMoill OepeMeHHOCTH. B 3TOT mepuon mepedTH Ha CTpOryro
rUNnoQeHUIANaHUHOBYIO JIUETY € MPUMEHEHHEM CIeLUaTU3uPOBAHHOIO MPOAYKTa
ne4e6HOro muTaHusl (AaMUHOKHUCIIOTHAsl CMech ¢ HU3KUM 3HadeHneM PA). YpoBeHb
(deHMTaaHuHAa B KPOBM HA 3TOM 3Tare He Jo/bKeH mpeBbimarh 360 Mxmonb/n (6
MT/7).

3) Ilocne HacryruieHHsT OCpEeMEHHOCTH YpPOBEHb (CHUIIAIAHWHA B KPOBH JIOJDKCH
ocraBatbcs B mpenemax 120- 240 wmxmone/n (2-4 wmr/mn). o 12 Henmenb
OepeMEeHHOCTH KOHTPOJIb YPOBHS (peHUIIANaHWHA TOJIKEH MPOBOAUTCS HE PeXe OJIMH
pa3 B Hexemo. Ilocne 12 nHenens- He pexe 1 pas B 2 Hemenu. Bpau menmxo-
TE€HETUYECKON KOHCYJIBTAllUU COCTABUT ONTHMAJbHBINA PACUET CHEHUATN3UPOBAHHOM
JUETHI U J103bl CTIEHUATU3UPOBAHHOTO MPOIYKTA JIEYeOHOTO MUTAHUS.

Tonpko coOinto/ieHue BbBIIICYKA3aHHBIX JEHCTBHUI, MOCTOSHHOE HAOIIOJeHHe Bpayda

MEINKO-TEHEeTUYECKON KOHCYJIbTAllMH, IUIAHOBBIM KOHTPOJb YPOBHS (heHWJIaTaHWHA B KPOBHU

MTO3BOJIUT U30€KaTh CCPBLEC3HBIX OCJIO)KHEHUH Pa3sBUTHA Bamero pe6eHKa.
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YacToTa npoBeneHust 00c1e10BaHUs Y NAlHEHTOB ¢ DA

HepBI/I‘IHaﬂ JUAarioCTukKa

Koncynbrauum Bpayeii, 1a0opaTtopHbie 1
HHCTPYMEHTAJIbHbIE HCCIe0BAHMSA, TECTHPOBAHUE U
Tepanus

KomMmenTapmnii

[ToBTOpHOE Ompenenenue conaepxkanus A B nepudepudeckoit
KPOBH HOBOPOXK/IEHHBIM JIETSIM C MOBBIILIEHHBIM YpoBHEM DA 110
pe3ynbTaTam NepBUYHOIO TECTA

HE Mo3Hee 3 HEAEIb OT
MIEPBUYHO MOJIOKUTECIIEHOTO
pe3ynbrara

MoJtekyaspHO-TeHETHYECKOE TECTUPOBAHKE JIJIsl yTOUHECHHUS
dbopMbI 3a001eBaHUS

B HCpBBIﬁ roa 1mocie
IIOCTAaHOBKH JHAarHo3a

[IpoBeneH Harpy304HBIN TECT C CAIPONTEPUHOM™ ™ (B TeUEHHUE
He MeHee 48-4acoB) malMeHTaM cTaplie rojia ¢ MyTalusiMu B
rene PAH, koTopble acCOIMMPOBaHbI C YyBCTBUTEIBHOCTBIO K
BH4

110 ITOKAa3aHUAM

Hccnenoanue o0111ero aHajin3a KpoBU JJIsl OLIEHKH OCHOBHBIX
napaMeTpoB KPOBETBOPEHUS

B IIEpBbIE 6 MecsLEB

HccnenoBanue o01Iero aHaan3a MOYH C LIENBIO BBISBICHUS
nrcMeTrabonnyeckoil HeponaTun

B IICPBLIC 6 MCCALICB

HccnenoBanre OMOXUMUYECKOTO aHAIN3a KPOBH (CO/IepIKaHUE
TJTFOKO3bI, 00111eT0 OeKa, 0eITKOBBIX (paKIuii, 00IIero
OmMpyOuHa, X0JIeCTepUHA, TPUTITUIICPUIOB, TUTIONPOTECHUIOB
HU3KOH U BBICOKOW TUIOTHOCTH, IIENIOYHON (ocdaTassbl,
KpeaTHHUHA, MOYCBHHBI, alaHnHaMuHOTpaHchepassl (AJIT),
acnaptatamuHoTpancdepassl (ACT), kanpius o0IIero u
MOHM3UPOBAHHOTO, HATPHUSI, Kallusi, Heopranuieckoro (ocdopa,
Kenesa, GeppuTHHA) C LETBI0 OIEHKH 0ajaHca BaKHEUIITHUX
HYTPUEHTOB TMPH TUETOTEPANHNH, OLIEHKH KaJIbIINEBO-
dbochopHOro 0O6MeHa, OLIEHKH COCTOSIHHS TIOYEK U MEYEHU

B IIEpBbIE 6 MecsLEB

HccnenoBanre 6MOXMMUYECKOT0 aHan3a Moyt ((ocdatsl,
OKCaJlaThl, ypaThl) C IENbI0 OLIEHKN COCTOSHUS TTOYEK,
BBISIBJICHHSI JUCMETaboInYecKol HeppornaTiu, KalblInypuu

B IIEpBbIE 6 MecsLEeB

ITpoBeneHa TaHaEMHAs Macc-ClIEKTPOMETpHs manueHTam ¢ ['OA
C LIEJIbIO OIPEENICHHSI COOTHOLICHUS (peHUIIAIaHMHA/ TUPO3UHA

B IIEPBBII IO

Uccnenoanue coaepkaHus NTEPUHOB B MOYE

He mo3guee 3 HENEb OT
HepBI/ILIHO ITOJIOKUTCIIBHOT O
pe3ynbTaTa

12-xanansHasg OKI 11 BEIABIECHUSA TUCMETA00IHYECKUX
HapylIeHU B MUOKap/e

B IIEpBBIE 6 MECSIIEB

Oxoxapauorpadus npu nuzMeHenusx Ha KT

110 ITIOKa3aHUusAIM

IIpoeneno D3I u D3I -MOHUTOPUHT MAUEHTAM CO BCEMH
dopmamu 'PA npu HaMMYMH HEBPOJIOTUYECKOH CUMIITOMATHKHI

110 ITIOKa3aHUuAM

VY3U opranoB OpromIHON MOJIOCTH U MOYEK IS BBISBICHUS
nucMmetabonnyeckux HedponaTtuil, HeQpoKaIbIIMHO3A,
M3MEHEHUH CO CTOPOHBI MIEUEHH U MOIKETYIOYHOU KEJIE3bI

B IIEpBBIE 6 MECSIIEB
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KoHcynbTanus Bpaya-reHeTuka nepBuyHas (Ha3HauyeHue 1
KOPPEKLHsI JUETOTEepanuu, OCYIECTBICHUE KOHTPOJIS 3a
aJIeKBaTHOCTBIO €€ IIPOBEICHUS)

HE Mo3Hee 3 HEAEIb OT
MIEPBUYHO MOJIOKUTECIIEHOTO
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 MepBbIe 6 MeCsLIEeB

Koncynbranust Bpaua-Kapuoaora 1 KapAHOJIOTHIeCKOe
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 MPOTPAMMBI 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)

Haznauenwue camponrtepuna namuestam ¢ BHy-gedumurnoit
['®DA, c DAI-nepunutHoM DA, yyBcTBUTENBHOMN K
CaIpoOITEPUHY C LUEIBIO IPEAOTBPATUTD TSKEIBIX
HEBPOJOTUYECKUX HAPYIICHUM.

IIOCJIE ITOJIOKUTEIBHOTO
TECTUPOBAHUSA
CarpoNnTepuHOM

Haznauenmne JOMMaMUHCPIUUCCKUX MpCIapaTos,
MNPpEANICCTBEHHUKOB CCPOTOHNHA

B KOMIUIEKCHOM JICUEHUHU
nanuentoB ¢ BH4 —
nedpunutHoU DA

Ha3nauenue npemnapaToB Kajaelysg 1 BUTaMuHa D 1 ero
aHaJI0roB

IIpU HAJINYHUHU OCTCOIICHUN

Haznauenwue npenapaToB TPEXBAJICHTHOTI'O KCJIC3a

IIpru HAJINYHUKU
Kene3oeeuTHOM
AHEMU N

Haznauenue kapb6amasenuHa™*, BaabIpoeBOil KUCIOTHI**

MPY HATAYUH CYJOPOKHOTO
CHHJIpOMA
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Junamuueckoe Hadawaenue aerei ¢ F'OA

KoncyiabsTanuu Bpauei,
JIa00paTOPHBIC U HHCTPYMEHTAJIbLHbIE
HCCJIeI0BAHNS, TECTUPOBAHUE H
Tepanus

Muaaaunre 12 ger

12-18 qer

Amnanu3 kpou Ha DA (yTpoM HATOIIAK)

B BO3pacte 0 3-X
MecaleB - | pa3 B
HEJEeN0 (10 TMOJTy4YeHUs
CTaOMIILHBIX
pe3ynpTaToB) u jganee |
pa3 B 10 nHuei;

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

c 7 mer u crapue - He
pexe 1 pasa B 3 mecsiia

He pexe 1 pazaB 3
Mecsa

Ananu3 kpoBu nanueHTam ¢ ['A c
MaKCUMaJIbHBIM 3HaueHUEM ypoBHI DA
Ha MPOTSDKCHHUH JITTUTEIHBHOTO TIEpHUoa

360 MKkMMOJIB/1T (6 MI/mT)

He pexe 1 pasza B mecs

10 IMOKAa3aHUusIM

HccnenoBanue 0611_[61"0 aHaJIn3a KpoBU
JJI1 OLICHKKW OCHOBHBLIX ITapaMETPOB
KpPOBCTBOPCHUSA

He pexe 1 pas3a B rox

HccnenoBanue obmiero aHaam3a MOYH €
LIEJIBIO BBISIBIICHUS TUCMETa00INYEeCKOM
HedponaTuu

He pexe 1 pa3a B rox

HccnenoBanne 6MOXUMUYECKOTO
aHaJM3a KPOBH (COJIEpKAHNUE TITFOKO3HI,
ob1ero 6enka, 6eTKOBBIX (pakLuii,
o01ero OMIMPyONHA, XOJIECTEpUHA,
TPUIIIULEPUIOB, JIMIONIPOTEUI0B HU3KON
7 BBICOKOM TNIOTHOCTH, MICIIOYHOM
docaraszpl, KpeaTHHIUHA, MOYEBHUHBI,
anaHnHaMuHoTpaHchepassl (AJIT),
acrapraramMmuHoTpancdepassl (ACT),
KaJIbIHsI O0IIETO ¥ HOHU3UPOBAHHOTO,
HATpUs, KaJlusl, HEOPTaHUUECKOTO
docopa, xenesa, peppuTruHa) ¢ LETbIO
OLICHKH OajaHca BaKHEHIINX
HYTPUEHTOB MIPU JUETOTEPAIINH, OLICHKH
KaJbIHeBO-PocPopHOro 0OMEHa, OIEHKH
COCTOSIHUS TIOYEK U MIeYSHH

He pexe 1 pa3a B rox
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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/TUPO3HHA

He pexe 1 pa3a B rox

DOxokapauorpadus mpyu N3MEHEHUSIX Ha
OKT

110 ITIOKa3aHUusAM

12-kananeaasg DK 1 BEIIBIEHUS
TCMETab0INYeCKUX HAPYIICHUH B
MHOKapJie

He pexe 1 pa3a B rog

MPT ronoBHOTO MO3ra Nnpy HaJIu4Yuu
HEBPOJOTHYECKOM CUMITOMATUKHU

I10 MTOKa3aHUusAM

99T u 33I'-MOHUTOPUHT IPU HATTUYUU
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 TKaHH - IEHCUTOMETPHS JIIs
JMarHOCTUKHU OCTEOIIOPO3a U €ro
npopHIAKTUKI

MIPOBOJIUTCS JIETAM
crapuie S JIeT 1o 10 MTOKa3aHUSIM
MOKa3aHUsIM

[IpoBenenune peHTreHorpaguu KUCTH
PYK JETSM, UMEIOLINM 3aJPKKY
(U3NIECKOTO Pa3BUTHS U TIOJIOBOTO
pasBUTHSL [UIs OTIPEJIEIEHUs] KOCTHOTO
BO3pacTa u KanblneBo-(ochopHoro
oOMeHa

I10 ITOKa3aHUusAIM

Koncynpranus Bpaya-reHeTrka
(Ha3Ha4YeHUE U KOPPEKIUs
JUETOTEpAINH, OCYIIECTBICHUE
KOHTPOJIS 3 aJIEKBATHOCTBIO €€
MIPOBEJICHUS)

B Bo3pacte 10 1 roma —

He pexe | pasza B Mecsll, He pexe | pa3za B 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 OOIIIEr0 COCTOSHUS 30POBBS U
OnpeAesiCHUs TAKTUKHU JaTbHEUIIeH
Tepanuu

1 pa3 B 6 Mecs1eB

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

110 ITIOKa3aHUusAM

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

He pexe 1 paza B ron

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 OUCHKHU U KOPPCKIUNU
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 HeoOXxoaMMOCTH
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 (¢ 1enpo NpouIakTuKu MTOKU3HEHHO

nospexaeHnit LIHC n ynydmenns
COLIMAJILHOW aJanTalnun)
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[Tpuem canpornTeprHa manyueHTaMm ¢
BH4-nedunurnoit OA, ¢ DAT-
nedunutaor ['®A, 9yBCTBUTEILHON K
CaIpoINTEpPUHY C LIEJIbIO MPEIOTBPATUTh
TSDKEJIBIX HEBPOJIOTHYECKUX HAPYIICHHUI

TTOXU3HCHHO

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

110 ITIOKa3aHUusAM

Hasznauenue npenapaToB KaJIbIUs U
BuTtamMuHa D U ero aHajoros

IIpr HAJIMYHUU OCTCOIICHUHU

Ha3znauenue npenapatoB
TPEXBAJIEHTHOTO JKeJe3a

IPU HATUYUH KeJIe30AePUIIUTHON aHEMUHT

Haznauenue kapbamazenuna,
BAJIBIIPOEBOM KHCIIOTHI

IIPY HAJIMYUH CYJTOPOKHOIO CHHIpOMaA

KoHcynbTanus 1eBo4ek moipocTKOBOTO
BO3pacTa Mo BOIPOCY MJIaHUPOBAHUS
CEMBH C LETBIO MPETYNPEKICHUS
pOKIIeHUs peOeHKa ¢ ""MaTepUHCKOM
OKVY"

110 IIOKa3aHUusAM

KoHcynbTranus »KeHIUH 110 BOIPOCy
IUTAHUPOBAHUS CEMBHU C 1IEJIBIO
peaynpex1eHus poXKaAeHus peOeHKa ¢
"MaTepunckoir OKVY"

NpU TUIAHUPOBAHHUU
OepeMEeHHOCTH

KouncynpTanus map, miaHUpyROIIIX
OepeMeHHOCTh, IPU YCIOBUH, YTO
OyayIiye poaUTENH SBIISFOTCS
HOCHUTEJISIMU MAaTOT€HHBIX BAPHAHTOB

10 ITIOKa3aHUAM

JAuHaMu4yeckoe Ha0I0AeHNE B3POCaAbIX NanueHTOB ¢ DA

KoncyabTauuu Bpaueii, 1a6opaTopHbie U
HHCTPYMEHTAJbHBIE HCCIe10BAHUS,

18 et u crapue

MYKYHUHBI H

TeCTHPOBAaHMeE U Tepanus Bepemennbie ¢ ®AT-
HeOepeMeHHbIe .
nepunutHoit 'GA
JKEHINHBI
He pexe 1 pa3 B 7 aneii B I
1 pa3B3 TPUMECTPE
Mecsna He pexe 1 pa3 B 2 Henenu BO

Amnanus kpou Ha DA (yTpoM HaTOIIAK)

2-3 TpumecTpe
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AHanu3 kposHu nanueHTam ¢ 'DA ¢
MaKCHUMaJIbHbIM 3HaueHHeM ypoBHsa DA Ha
IPOTSKEHUM JUIMTEIbHOTO Ieproga 360
MKMOJIB/JT (6 MI/11)

110 ITOKAa3aHUAM

HccnenoBanue obLero aHaaus3a KpoBu Jyis
OLICHKH OCHOBHBIX ITapaMeTPOB
KPOBETBOPEHHSI

He pexe 1 pas3a B roa

HccnenoBanue o0IIero aHajinu3a MOYH €
[EJTbIO BBISIBIICHUS JUCMETa00IUIeCKON
HedponaTuu

He pexe 1 pas3a B roa

HccnenoBanre OMOXUMUYECKOTO aHAIIN32
KPOBH (COIepKaHUE TIFOKO3bI, 00IIEero
Ocenka, 6eTKOBBIX (paKInii, 00IIero
OmMpyOrHa, XOJIECTepHUHA, TPUTIUIICPUIOB,
JIMIIONPOTEUIOB HU3KOM U BBICOKOU
IUIOTHOCTH, IIENOYHON pocdarassbl,
KpeaTHHUHA, MOYCBHHBI,
anaHnHaMmuHoTpaHcpepassl (AJIT),
acnapratamuHoTpancdepassl (ACT),
KaJIBIUsl OOIIETO U MOHU3UPOBAHHOTO,
HATpUs, Kalusl, Heopranuueckoro hocdopa,
xKenesa, GeppUTHHA) C ETbI0 OIICHKH
OanaHca Ba)KHEHIIUX HYTPUCHTOB MPH
JTUETOTEPAITHH, OIICHKH KaJTbIIHEBO-
dbocdopHOro 0OMEHA, OLIEHKH COCTOSHUS
MOYCK U TICYCHU

He pexe 1 pasza B ron

HccnenoBanne 6MOXMMUYECKOTO aHAIN3a
Mouu (pocdatel, OKcanaTel, yparhl) ¢ LEJIbIO
OLIEHKU COCTOSIHUS TIOYEK, BBISBICHHS
nucmetabosnyeckoit Heponaruu,
KaJIbLILYPUHU

He pexe 1 pa3a B rox

IIpoBenena TanieMHas Macc-
criekTpoMeTpus namuentam ¢ @A c nensio
OIIpEJIETICHNS] COOTHOIICHHS
(beHnnanaHuHa/ TUPO3UHA

He pexe 1 pasa B ron

HpOBC,Z[CHO HCCIICAOBAHUC YPOBHA I'TFOKO3EbI
H TJIMKUPOBAHHOT'O reMorjao0rHa B KpOoBHU

IIPY HACTYILJICHUU
OepeMeHHOCTH

HccnenoBanue ypoBHS TOMOIIUCTEHHA B
KPOBH C IIEJIbIO OI[CHKH PHCKA Pa3BUTHS
CEepACYHO-COCYTUCTBIX 3a00IeBaHUI

10 ITIOKa3aHUuAM
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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

HCBpOHOFHHGCKOﬁ CHUMIITOMAaTHKU
110 ITOKAa3aHUAM

Y3U opranoB OpIONTHOW MOJIOCTH U TIOYEK
JUTSL BBISIBIICHHSI TUCMETA00INIECKUX
Hedponatuii, HepoKaTbIIMHO3A,
U3MEHEHHI CO CTOPOHBI IIEYCHU U
NOJ/DKEITYA0YHOH JKene3bl Ha (poHe
BBICOKOOEJIKOBO TUETHI

He pexe 1 paza B rox

HccnenoBanne MUHEPAJIIbHOMN MIIOTHOCTH
KOCTHOW TKaHU - IEHCUTOMETPHUS U1

JIMarHOCTUKU OCTEOII0PO3a U €ro IO IIOKa3aHUAM
npopHIaKTUKU

[IpoBenenne peHTreHorpapuu KUCTH pyK
JIETSM, UMEIOLIUM 3aJIepKKY (pru3nueckoro
Pa3BUTHS U TIOJIOBOTO Pa3BUTHS IS 10 TOKa3aHUsIM
OIpeZeNIEeHUs] KOCTHOIO BO3pacTa n
KaJbleBo-pocopHoro ooOMena

IIpoBenEeHO NOMOIHUTEIBLHOE KCIIEPTHOE
YIBTPa3ByKOBOE HCCIIEI0BAaHUE IUIOA
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
aJICKBaTHOCTBIO €€ MIPOBEICHUS)

1 pa3B3

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
KoucynbTalus Bpaua-repanesra i OLEHKU Lle)(?;uBes 10 TTOKA3AHMSIM

00I11er0 COCTOSIHUS 370POBBS U
ONpeAesIeHUs TAKTUKU JaJIbHEUIIeH 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 U3MEHEHUMN

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 ITIOKa3aHUusAM

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,
HapyIlIeHUs KaibI[ueBO-(ochOpHOTOo 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 TI0JIa JOTIOJTHUTEIBHO T10
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 TTOYEK
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 €To
npoUIaKTUKU

110 IIOKa3aHUusAIM

[IpoBenenue peHTreHorpaduu KUCTH 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
OepeMeHHOCTb, IIPU YCIOBUU UTO OyyIne
POJUTEINH SIBISAIOTCS HOCUTEISIMU MyTalluu

110 ITIOKa3aHUusAM -

Ha3na4yenue JieyeHust KomMmeHnTapui
[uerorepanus [IOXU3HEHHO
Hasnauenue canponrepuHa™™* nanueHram c MTO’KU3HEHHO

BH4-nedpunutnoit DA, ¢ AT -
nedunutaor ['®A, ayBCTBUTENBHON K
CampoNTEepUHY™*™* ¢ 1ebI0 TPEIOTBPATUTH
TSDKEJTBIC HEBPOJIOTHYECKUE HAPYIICHHUS.

Hasznauenune nonaMuHepruueckux
MpenaparoB, MPEAINIeCTBEHHUKOB
CEpPOTOHUHA C N0 KOPPEKIIUU
AKCTPANTUPAMHUTHOTO CHHAPOMA

10 ITIOKa3aHUuAM

Ha3nauenue npenapaToB KaabLus U
BUTaMuHa D U ero aHajioros

IIpHU HAJINYHUHU OCTCOIICHUUN

Haznauenue npenapaToB TpeXBaJIEHTHOTO
xKenesa

P HAJIMYUU Kelle30ePelIUTHON aHEMHUH
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Hasnauenne kapbamazenuna™*,

8 MPU HAJTUYUU CYJOPOKHOTO CUHApOMA
BaJILIIPOCBOM KUCIOTHI**
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Hpuinoxkenne I'l1-I'N. HHIkajibl oeHKH, BONPOCHUKHU M IPyrUe OleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA NMANMEHTA, MPUBEJAEeHHbIe B KIMHNYECKNX
PeKOMeHIAUSX
Hpuaoxenue I'l. Knunnueckas kinaccupuxkanus '@A B 3aBUCHMOCTH OT

ypoBHs1 DA B KPOBH /10 JIeHEHUS

Yposenr GA
dopma 3ab0s1eBaHUS B CBIBOPOTKE KpOBU™*
MKMOJTB/JT MT/ 1T
Jlerkas T®A 120-360 2-6
YMmepennas [[OA 360-1200 6-20
Tsokenas TOA >1200 >20

[Mpumeuanue: **- koaddumeHT nepecuyera MKMOJIB/I B Mr/mi pased 60 [33].
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IIpuioxkenue I'2. dTuonaroreHernyeckas kiaccupukanusa 'OA

Kon HasBanue Jlokanu3zan
OMIM [TaTonoruun Pepuenr Ten usl TeHa
l'unepdenunananemuss  OAI- (enmnanarmid- 12q22q24.
261600 epmHas (PKY) THAPOKCHIIA3a PAH |2
Aot (PAH)
6-nupyBOMII- 11922.392
261640 I'unepdenmnananunemuss BH4-[ terparunpo- PTS 3.3
nedunuTHas (T A) NTEPUHCHUHTA3a
(PTPS)
IryaHO3UH- 14922.192
233910 I'unepdenunanannaemuss BH4-| tpudocdar- GCHI 2.2
nedurnuTHas (Tun B) HUKJIOTHApPOIIa3a
(GTPCH)
JUTAApO- 4p15.31
261630 I'unepdpennnanannaemus BH4-| nrepuaus- QDPR
neunutHas (tum C) penykrasa
(DHPR)
nTepuH-4- 10922
INunepdpenunanannnemus BH4-| anbdakapOuHona
264070 nedpuruTHas (tum D) MHHAETUApATa3a PCBD
(PCD)
JNO®DA-3aBucuMasl  JAUCTOHUS| CeNUANTEpUH- 2pl13.2
182125 BH4-nedunurnas penykrasa (SPR) SPR
617384 l'unepdennnananuuemMuss  He- J-Aomen- . DNAJ 10g21.3
BH4-nedumnurHas coepHali C12

6enok 1 (JDP1)

*http://www.ncbi.nlm.nih.gov/omim/?term=HPA Blau moHorpadus
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Ipunoxenne I'3. CxeMa HEOHATATBHOTO CKPMHHMHTA

PonunbHbli oM (cTanuoHap,

MOJINKJIMHHKA)

)

JIaGopaTopusi HEOHATANBHOTO CKPHHUHTA

Omnpenenenne @A B CyXoM IIATHE KPOBH

[ DA< 2,0 mr/mi ]

\ 4

[ Yposens DA 2,1-6,0 mr/mn ] [ DA> 6,0 Mr/mn ]

| |
v v
BrzoB B MI'K,

HpOBE/ICHNE

g
birank-perecr ]

&

v

* YTOUHSIOIIEH

3 JIMATHOCTHKH
DA< 2,0 mr/mn DA> 2,0 mr/mn
HOpMa
b,

| —

\ 4

[ DA 2,1-6,0 mr/nn ]

l

DA (nabmroneHue)

JledyeHue He IPOBOAUTCS

l

[ DA>6,0 mr/on ]

TDA
Jleuenue TIPOBOJUTCS:
HU3KO(EHWIaTaHHHOBAs neTa w/vnm

Canponrepun**
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Ipuaoxenue I'4. luarnocruyeckue nokasarejn GpeHUJIaHAHNHA U ITEPUHOB

B KPOBH, MOY€ " CIIMHHOMO3I0BOM AKUIAKOCTH

}_[OKa3aTeJ'II/I g

=2

depmenT — > E

x| | £ | 8

S T 2| 3 = S 2

— 2“ Eﬁ g = = ~ O : 3

S E 1L g2 82| Z|E|E

g 3 S = 3 2 T > 3

> Z 2 S z 2 7 e > 5
AdGTPCH | N N N N ! ! N-| ! N N
ArGTPCH | 1 ! ! N ! ! ! ! N N
PTPS ) i) ! N i) ! ! ! N N
SR N N N N N 1 ! ! N N
PCD ) 1 N-| 1 N N N N N N
DHPR ) N i) N N i) ! ! N-| !

* AdGTPCH — ayTocOMHO JOMHHAHTHBIM JAeQUIUT TryaHO3MH-TpHUpOoCc-pat-
mukinoruaponassl I; ArGTPCH — ayrocoMHO peleccuBHBIM JepHUUMT TyaHO3uH-TpUdochat-
LUKJIOTUIPOIIa3bl I PTPS - 6-TIMpYBOMIITETPArUAPONITEPUHCUHTA3A, SR -
cenuantepuHpenykraza, PCD — mnrepun-4-anbda-kapounonamunaernaparaza, DHPR —
JUruponTepuauHpenykrasa, Phe —penunananun, Neo — HeonrepuH, Bio — 6uonrepun, Pri —
npumantepud,SHIAA — S-ruapoxkcumuponykcychas kuciora, HVA — romoBaHuIMHOBas

kucinora, SMTHF — 5-meturerparuapogonar, K — kpoBs, M — moua, CM>x —cniuHOMO3roBas
HKUIKOCTb.
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Ipuaoxenue I'S. AJIropuTM MOJIEKYJIAPHO-TEHETUYECKOM TUATHOCTUKH

nanuenToB ¢ [ DA

Iouck myrammii reua PAH

Kommenmapuii: Bre 3asucumocmu om ouacnocmuueckou konyenmpayuu @A, naubonee
yacmou (98%) npuuunoii ecex I'PA sasenaromea mymayuu 6 cene PAH. Ilouck mymayuii cena
PAH sensemcs monekynsapuo-eeHemuyeckum uccile008anuem, Komopoe cieoyem HA3HA4amo 6
nepsylo ouepeov. Hcknouenuem AGIAIOMCA NAYUEHMbL C NPOBEOCHHbIM UCCIe008aAHUEM
NMEPUHO8 MOYU UNU KPOBU, NO pe3yIbmamam KOmopo20 MONCHO OOHO3HAYHO 3ano003pumb
BH4-oeduyumnyro I'dDA.

1.ITouck wacteix mytauuii rena PAH

UccnenoBanme koaupyromieil mnocienoBaTenbHOCTH TreHa PAH (cekBeHMpoBaHue 110
CeHrepy WM MaccoBO€ MapauIebHOE CEKBEHHUPOBAHUE C IMOCIEAYIOIIUM IOATBEPKICHUEM
pe3yJIbTaTOB METOAOM CeKBeHUpoBaHUs 110 CeHrepy)

2. IMouck nmenenwmii u ayruimkaimid reda PAH (meron MLPA)

Kommenmapuii: B ciyuae ne obnapysicenus ooHou unu obeux mymayuii cena PAH nocne
noucKa yacmlx mymayuil (a) nocieoosamenvio HasHauyaiomes uccieoosanus (b), (C). Ecau
pe3ynibmame noano2o ucciedosanusi eena PAH obe mymayuu ne Ovinu obnapyscenvl, ciedyem
npPOBOOUNMb UCCTIE008AHUE 2EHO8 NO ACOPUMMY HUICE.

Iounck myrammii B regax PTS, ODPR, GCH1, PCBD1, SPR, DNAJC12

Kommenmapuii: B ciayuae uanuuus pesyismamos OUOXUMUYECKUX UCCTe008aHUll,
noomeepacoarwux Haiuuue y nayueuma onpeodeieHnou Gopmol BHA-0edpuyummnoii I'dA,
MOJNCHO NPUCMYRUMb CPA3Y K UCCLEO008AHUI0 COOMBEMCMEYIoWe20 2eHa. B npomusnom ciyyae,
PEKOMEHOYemcs. npo8oOUmMsb UCCIe008aHUe 2eHO8 8 YKA3aHHOU nociedosamenvhocmu. PTS,
QDPR, GCH1, PCBD1, SPR, DNAJCI2 (no wuacmome ecmpeyaemocmu). B crayuae
UCNONB308AHUSL MEMOOOM MACCOB020 NAPAILIENTbHO20 CEKBEHUPOBAHUS B03MONCHO UCCI008AHUe

6bliUeENEPEHUCIIEHHBIX CEHOB 0@H06p€M€HHO.
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Ipuaoxenne I'6. UnpopMupoBanHoe corjiacue 3aKOHHOTO NPeACTABUTEJIA
pedenka ¢ 'PA o He00OX0AMMOCTH JieYeHHUS U CO0II0AeHIS TPeOOBaHM I

Bpaua

(D.U.O. noanocmoio)

SABJIAOCH 3aKOHHBIM IMPEACTAaBUTCIICM (MaTB, OTCl, YCBIHOBUTCJIb, OIICKYH, HOHC‘II/ITQJIB) pe6eHKa
HJIN JIMLa, IPU3HAHHOI'O He,I[eeCHOCO6HBIM

(D.U.0. pebenka unu HedeecnocoOH020 2paricOAHUHA — NOJIHOCTBIO, 200 POHCOEHUS)
OCBEJIOMJICH O HEOOXOMMOCTH COOJIOJICHUS TPEOOBaHUI Bpaya 1 JICUCHHSI.

MHe fgaHbI IOJIHEBIEC U BCCCTOPOHHHUEC CBCACHUA O XapaKTCPEC, CTCIICHU TAXKCCTH 3860J’ICBaHI/I$I,
BO3MOJKHBIX OCJIOJKHCHUAX, BKIIFOYAA JAHHBIC O pE3YyJIbTaTax O6CJ'I€,I[OB8.HI/I$I, IIPOIrHO3¢,
BO3MOJKHBIX BapHaHTaX MCAUIHUHCKOI'O BMCIIATCIILCTBA (O6CJ’I€,I[OBaHI/IH, JIC‘ICHI/IH), n
OKHNIACMBIX pE3yJIbTaTax MpPOBOAUMOI0 JICYHCHU.

MHe noipoOHO B JOCTYITHOM JIJisi MEHS JOpPME pa3bsCHEHBI BOZMOYKHBIE TIOCIICICTBUS
HECOOII0ICHNsI TPeOOBaHM Bpaya U JeueHHsl (YMCTBEHHASI OTCTAJIOCTh, SMUJICTITHIECKHE
IPUCTYIHI U J1p.). Sl 0cCO3HAI0, YTO HecoOI0AeHNE TpeOOBaHUH Bpaya U JI€UEeHUsI OTPULIATENILHO
CKa)KETCSl Ha COCTOSIHUU 37I0POBbsI PEOCHKA U Ta)Ke MOKET MPUBECTU K HEOIaronpusITHOMY
UCXOY.

« » 20 1.

(noonucw) (D.U.0. epaxcoanuna unu e2o 3aKOHHO20 NPeOCmasumelis)

« » 20 T.

(noonucy) (Honscnocmo u @.U.O. meduyuncko2o pabomHuka)
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IMpuioxenue I'7. XuMHU4YeCKHHA COCTAB M BO3PACT NPUMEHEHUS

CIeNUAJIN3MPOBAHHBIX MPOAYKTOB HA OCHOBE AMHUHOKHCJIOT 0e3 DA

(8 100 r cyxoro npoaykrta/100 M1 TOTOBOTO X)HUAKOTO TIpoaykTa)™* [16, 25, 27, 31, 53]

HaumenoBanue benok Kup, r YrneBoasl, ' | DHepreTudeckas Bo3zpacr
MPOAYKTa (’KBUBAJICHT), IIEHHOCTh, KKaJl TIPUMCEHCHUS
r
Adennnax 13 13 25 52 485 0-12 mec
Adennnax 15 15 23 51,7 474
Adennnax 20 20 18 50,4 444 crapiuie 1 roga
Adennnak 40 40 13,5 31 405
Hytpuren PREMIUM 14 23 50,4 471 0-12 mec
14-phe
Hytpuren PREMIUM 20 18 50,4 444
20-phe crapuie 1 roga
Hyrtpuren PREMIUM 40 13 31,4 403
40-phe
Hytpurer PREMIUM 70 0 4,5 298 crapiie 7 IeT,
70-phe B3pOCIIBIE,
OepeMeHHbIE
MKCHIWHBI
Hytpuren 30 30 0 54,1 336 crapmie 1 roma
Hytpuren 70 70 0 6,9 308 crapiie 7 IeT,
Hytpuren 75 75 0 1,3 305 B3pOCIIBIC,
OepeMeHHbIE
MKCHIWHBI
PKU Anamukc 13,1 23 495 457
0-12 mec
Wndant
[I-AM 1 75 0 0 300 or 1 o 4 ner.
[1I-AM 2 75 0 0 300 c4 no 12 ner
I1-AM 3 75 0 0 300 crapmie 13 jer
XP Makcameris 25 menee 0,5 51 309 ot 1 1o 8 ;mer
XP Makcamym 39 menee 0,5 34 297 crapiie 8 JieT,
B3pOCIIbIE,
OepeMeHHbBIC
YKEHIIUHBI
PKU Jlogmexc | 100 16 0 7 394 crapuie 4 Ier,
LQ Juicy 62,5 10 0 4,4 246 B3pOCIbIE,
Berries OepeMeHHbIE
KUJTKUHA JKEHIIIUHBI
PKU Nutri 2 27 14 42 402
Energy crapuie 1 roma
PKU Nutri 3 35,4 12,6 44 387 crapuie 9 JeT,
Energy B3pOCIbIE,
OepeMeHHBIC
JKEHIIUHBI
PKU Nutri 2 60 0 10 280
Concentrated crapue 1 roza
PKU Nutri 3 70 0 4,3 297 crapiue 9iner,
Concentrated B3pOCIIbIE,
OepeMeHHbBIC
JKEHIIIUHBI
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COMIDA-PKU A 11,8 27,4 52,6 506 0-12 Mec
¢dopmyna + LCP
COMIDA-PKU B 73 0,5 296
COMIDA-PKU B 311 15 40,6 424 crapue I roxa
dopmyna
COMIDA-PKU C 75 0 0,4 302
COMIDA-PKU C 45 0 38,9 335 craptue 7 et
dopmyna
MD mun ©®KY-0 13 23 59 495 0-12 mec
MD mun O®KV-1 20 0 73 372 crapire 1 roma
MD mun OKVY-2 40 6,1 46,9 402
MD mun ®KY-3 69,1 0 23 368 crapie 1
MD mun ®KY 69,1 1,9 23 385 roja,
IIpemuym B3pOCIIBIE U
OepeMeHHbIe
JKEHIIUHBI
MD mun ®KY MAXI 75 0 14 356 crapiie 1
roja

* CIHCOK NPOAYKTOB TPEACTaBICH B COOTBETCTBMM C PacropspkeHmeM mpaBuTenbcTBa Poccuiickoi
Denepamuu ot 11 nexadbpst 2019 r. No 2984-p «OO0 yTBep)KAEHHH NEpeyHs CIEHANTN3UPOBAHHBIX MPOIYKTOB

JieueOHOro nuTa"us 1 gerei-unsanuaos Ha 2020 r.»
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Ipuioxenne I'S. Cnucoxk HU3K00eIKOBBIX U 0€30€1KOBbBIX

ClICHMNAJIN3NPOBAHHBIX NMPOAYKTOB, 3aPErMCTPUPOBAHHBLIX HA TEPPUTOPUN

Poccuiickoit ®enepanuu

Bua npoaykToB HU3KOOEIKOBBIX Cpennee [IpousBoauTeny, Ubsi NPOIYKLIUS Bospact
CITeITHaTN3UPOBAHHBIX * KOJINYECTBO 3aperucTpupoBana B Poccuiickoit MPUMEHEHUS
benka B 100 T Denepanyn
TOTOBOTO
MPOAYKTa
Myka  HU3KOOENmKoBas IS
BBIIIEYKHU xje0a, oNagui,
xJ1e000yTOUHBIX "
KOHIUTEPCKUX H3ACIHUN (B BUIE
oy padpuKaToB)
MakapoHHbIE H3JENINs
HU3KOOEJIKOBBIE B
ACCOPTHMEHTE (BepMuIIens, ®I'BHY
MaKapOHbI U 1Ip.) Bcepoccuiickuii HaydqHO-
Huzkob6enkoBbie UCCIIEN0BATEIbCKUA HHCTUTYT
Crapuie 1 roga,
x71e600yI0YHbIC W3ICTHS KPaxMaJolpopLyKTOB
6 BKJIIOYast

rotoseie (X116 U ap.) MaxMacrep (Poccust)

. MOJJPOCTKOB,
HwuzkoOenkoBble KOHAWTEPCKUE <Ir Balviten ITonbma

B3POCIIBIX,
nzaenus (neueHbe, Badu u ap.) Jlonpodun (HyTprims)
OepeMeHHBIX
Huzkob6enkoBbie 3A0 Udampum (Poccus)
. xeHmuH ¢ PKY

nonyhaObpuKaTtel Ha  OCHOBE Dr. Schar AG/SPA (T'epmanus,
KpaxMajlOB Jid IIPHUT'OTOBJICHHUA Hranusa

CYIIOB, MIOpPE, OBOIIHBIX KOTJIET
U IpYTUX OIO]I.

HuskoOenkoBeie kpyrmbl ( caro,
puc u p.)

Husko0enxoBbIi
SIULL

3aMCHHUTCIIb

Be3benkoBrie CyXH€ HaIlUTKU C
MOJIOYHBIM BKYCOM

Conepxanve QeHnIanaHuHa, OCHOBHBIX ITUIIEBBIX BEIIECTB M YHEPTUU HEKOTOPBIX
KpaxMauocoIep KalnuX HU3KOOEIKOBBIX IMPOITYKTOB, HCIOIB3YEMbIX B TTUTAHUH MAIUEHTOB C
¢denmnkeronypueii (100 T mpoaykTa)

DA Oenku JKUPBI YTJICBO/IBI KKaJI
Caro BcKyccTBEHHOE 40 0,8 0,2 86,5 360,0
MakapoHHBIE W3JIEITUS 50 1,0 0,6 85,0 358,0
MaJI00€JIKOBEBIE
Kpaxmain kaprodenbHbIii 5,0 0,1 - 78,2 313
Kpaxmai kykypy3HbIi 50 1,0 0,6 83,5 343
Kpaxman nieHnyHbIi 20 0,4 0,1 86,8 367,0
Kpaxman aAMUJIOTIEKTHHOBBIN 50 1,0 0,6 85,2 329,0
HaOyxaromui
X11e0 6e30€eIKOBEII 35 0,7 2,5 58,9 276,0
[Monyhabpukar HU3KOOEITKOBBIH 95 1,9 1,0 90,5 4175
JUTSL. TIPUTOTOBJICHUSL OJMHOB H
oyagui
I'mroko3uas rmoMajKa C 30-100 0,6-2,0 | 0,1-1,0 71,0-73,0 300-310
(GPYKTOBBIMH J100aBKaMH
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Ipuaoxenne I'9. Hopmsbl pusznonornyeckoii norpedHOCTH B OCHOBHBIX

HYTPHEHTAX /I 3[I0POBbIX JIeTeil pa3IuYHbIX BO3PACTHBIX IPYNI U B3POCJIbIX

CpennecyTo4HBIC HOPMBI MOTPEOHOCTEH B OCHOBHBIX MHIIEBHIX BEMIECTBAX U YHEPTHH IS
JIeTell TIEpBOro roja Xu3HH (Ha KT Maccel Tena) [24].

Bo3spact OHeprus, benok, Kupsl, VrieBoasl, I/Kr
(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

CpenHecyToYHBIC HOPMBI (PH3UOIOTHICCKONM TOTPEOHOCTH B OCHOBHBIX MHINEBHIX BEIIECTBAX U

SHEPTUH IS AeTer crapiie roaa [24].

Bo3spact DHeprusi, KKa benok, Kupsl, 1/neHb Yrnesonsl,
r/nesp* r/neHp

ot 1 roxa no 2 ner 1200 36 (28) 40 174
oT 2 et 10 3 1eT 1400 42 (33) 47 203
ot 3 ner g0 7 et 1800 54 (46) 60 261
or 7 ner go 11 ner 2100 63 (54) 70 305
ot 11 net o 14 net 2500 75 (64) 83 363
MaJIbYUKN
ot 11 net o 14 net 2300 69 (59) 77 334
JIEBOYKHU
ot 14 ner no 18 ner 2900 87 (74) 97 421
IOHOIITN
ot 14 net no 18 et 2500 76 (64) 83 363
JIEBYIIIKA

IIpumeuanmue:

Crelranu3upoBaHHoON cmecu 6e3 DA.
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Ipuioxkenue I'10. MuHuMaIbHOE T0NMYCTUMOE KOJIHYecTBO DA B NMUTAHUM

nanueHToB ¢ 'DA B 3aBHCMMOCTH OT BO3PacTa

Bo3spacrt nereit Komnuectso DA
MT/KT/CyTKH™ Mr/CyTKn™**
ot 0 10 2 Mecs1eB 90-60 130430
2-6 Mecs1eB 55-45 135-400
6- 9 MecsueB 145-370
9 - 12 mecsaues 40-35 135-330
1-3 35-25 200-320
3-7 25-20 200-1100
7 m crapiie 20-10
BepeMeHHbIE ¥ KOPMSIIIUE KEHIMHb* *
Tpumectp 1 265770
Tpumectp 2 400-1650
Tpumectp 3 700-2275
[lepron naxkramuu 700-2275

Ipumeuanue: *- [23]; ** - [4, 20].
Heoocmarowee kxonuwecmeo 6enka 60CNOAHAEGMCA 3a CHem  CREYUAIUSUPOBAHHBIX

JleueOHbIX NPOOYKMOo8 — cmecell amunoxkuciom b6e3 @A u HU3K0OenIKo8blX NPOOYKMOE NUMAHUSL.
AMUHOKUCTIOMHbLE CMeCU PA3IUdaomcs no cooepxcanuto oeaka (om 13 2 0o 77,5 e na 100 2
CYX020 NPOOYKMa) u Opyeux numamenbHvlx eujecms (Venegoovl, HCUpbl, GUMAMUHbI, MUKDPO- U
Makpoanemenmsl). Bee cmecu 6 céoem cocmage ne cooepocam DA. AmMunoKuciomuvle cmecu ¢
cooepoicanuem 13—15 2 benxa ¢ 100 2 cyxoti cmecu npednasHavenvl 01 Oemell Nep8o2o 2004
orcusnu. [emam — cmapwe 1 200a, noOpocmkam, 83pOCbiM, BKIOUAS OEPEeMEHHbIX HCeHUJUH,
HazHauarwomces cmecu ¢ 0Oonee 8blcokum codepocanuem 6enxa (Ilpunooscenue 1'4). Pacuem

CYMOYHOU 003bl CReYUATUSUPOBAHHO20 NPOOYKMa npouszsooumcs no gopmyne: (Ps-Pn) x 100,

P
20e PS — cymounoe xonuvecmeo 6enka, PN — 6enox ecmecmeennvix npodykmos, P —

benkosuiii sxeusanenm 6 100 2 cyxoeo cneyuanuzupoeannozo npooykma. Ilpunyun pacuema

2UNOGEeHUNAaHUHOBOU Ouemsl NOKA3aH HA npumepe pacyema NUManus 3-XiemHemy peOeHKy ¢

DAl -3asucumoti ' A (PKY)
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IIpuioxkenue I'l1l. [Ipumep pacyera nuranusi pedeHky ¢ PAI-3aBucumoi

I'®A

Ilayuenm 3 200a, macca mena 14,5 ke
1. Obwee cymounoe xonuwecmeo benka 8 payuorne 601vHo20 (cm. maon.s): 54,02

2. Jlonycmumoe cymounoe koauvecmeo @A (cm. mabn.6):

25x 14,5 =363 me

3. Jlonycmumoe Koauuecmeo benka ecmecmeeHnvix npooykmos (1e benxa cooepocum
50 me ®A):

363:50=73¢

4. Konuuecmeso 6enka 3a cuem cheyuaiusupo8anHo20 NpooyKma

Ha ocHoge cmecu L-amunoxuciom 6e3 @A:

54,0-73=46,7¢

5. Cymounoe konuuecmeo amunokuciomuoti cmecu (100 2 cooepoxcum 20 2 benxa):
46,7 X 100:20 = 233 ¢

6. Pexomendyemoe cymounoe Konuuecmaeo sxcupa 6 payuone (cm. maon.5): 60 a.

7. Pexomenoyemoe cymouHnoe Koauuecmeao y2ne0008 (cm. maon.s): 261 .
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IIpunoxenne I'12. Cxema Tepanuu npu pasaniiabix BH4-1epuunTHbIX

COCTOAAHUAX
Cxema Tepanuu npu Pa3IUYHBIX BH4-nedurmutabix COCTOSTHUSIX (c/6e3
runepdeHnIaTaHUHEMUH) *
CpenctBa | BH4 L- Kap6unoma S-TUApPOKCH Huera c | Donuenas
epanuu Joma Tpunrodan HU3KUM | KHCJIOTa
DepMeHTHI DA
GTPCH + + + + - -
DRD/ayrocomuo- - + + - - -
JOMUHAHTHBIA  THII
GTPCH
PTPS  ymepennas + - - - - -
dbopma
PTPS TsDKENast + + + + - -
dbopma
DHPR - + + + + +
SR - + + + - -
PCBD + + + + - -

[Mpumeuanue: *-tabiuia cocraBiaena o AanusiM N.Blau 2014.
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Ipuioxkenue I'13. TecT HA YYBCTBUTEIBHOCTD K CANIPONITEPUHY > ™
TecTupoBaHue MOTEHIMATBLHON YYBCTBUTEIBHOCTH K CAIPONTEPUHY™™ M JajbHeiIee
JICYCHHE UM MPOBOAMUT U KOHTPOJIHUPYET Bpay, KOTOPHII OCYIIECTBIsET HAOIIOACHNE MAIIMEHTOB
¢ 'DA. Jlnsa Gonee TIIATENBHOTO KOHTPOJS TECT LIEI€COOOpa3HO MPOBOAMTH B CTALMOHApE,
BO3MOXKHO JHEBHOTO INpeObIBaHUSA, MPU YIOBIETBOPUTEIBHOM KOMIUIAEHTHOCTH MHAIlMEHTa —
amOynatopso. [lepen mpoBeneHHEM TECTUPOBAHHUSA y POAUTENEH (3aKOHHBIX INPEICTaBUTEICH)
pebeHka, a TaKXke Yy MauuMeHToB cTapme 14 ner Oepyr HHPOPMHUPOBAHHOE COTJIACHE
(mpunoxkenue 1'14) Ha npoBeieHNE AaHHOW MPOLEAYpPbI, IPOBOAUTCSA MpeiBapuTeIbHas Oecena,
B KOTOPOH pazbsCHSIOTCA LIEIH M 337a4ll TECTUPOBAHUS, POJIb POJUTENECH U CaMOro nainueHTa B
00ecre4eHNH U BBINOJIHEHUH YCIOBHM NPOBEIEHUS TECTA.
BaxHbIMH yCJIOBUSIMH TeCTUPOBAHMSA SIBJISIOTCS
*  BeJIeHHE ITUILIEBOro JTHEBHUKA U CTa0MIIbHAs TUNO(eHNIaTaHuHOBas AUEeTa ¢
LIEJIBIO UCKJIFOUEHUS €€ BIMSAHUS Ha KosleOaHus KoHLeHTpauuu A B KpoBH;

*  HEOOXOJMMOCTb TECHOI'O B3aUMOEHCTBUS C BPauOM JJIsi CBOEBPEMEHHOTO
COOOMICHHUS O HEXKENATENBHBIX SBJICHUSIX, HHTEPKYPPEHTHBIX 3a00JI€BaHUAX WITH
JPYTUX COOBITUSAX, CIIOCOOHBIX MOBIUATH HA PE3YJIbTAaT TECTUPOBAHUS;

*  00pasisl kpoBu i onpeaenienust DA ciemxyer cobuparth HEMOCPEACTBEHHO
nepes BBeJICHUEM calponTepuHa™™, a 3areM 2-5 npo0 B TeUeHHe epruoaa
WCIIBITAHUN B OJTHO U TO YK€ BpeMs JHS, JKeIaTeIbHO HATOIIAK;

+ u3Mepenne OA B cyxux oOpasziiax KpoBU MIPOBOAUTH OAHUM U TEM K€ METOIOM.
TecTupoBanre MOXET OBITH TIPOBeACHO ¢ | rona c¢ uensto BesiBUTH BH4 nedunutHbie

¢dopMmbl 'DA, yTO HE UCKITIOYAET TOBTOPHOTO MPOBEJIEHUS TECTa B 0oJiee cTapiIieM BO3pacTe AJs
oTpesieNieHus] YyBCTBUTEIBHOCTH K camponTepuny** y GonbHbix ¢ OAIT 3aBucumoii ¢opmoit
['DA.

MOo’KHO HMCTIONB30BaTh Pa3iIMyuHbIE CXEMbl TECTUPOBAHUS (KOPOTKHE cXeMbl - 24 yac, 48
4acoB, 7 JHEW, JUIMTENIbHbIE CXeMbl — OT 28 maHel u Oosee). JIUTEIbHOCTh TECTUPOBAHUS U
KpPaTHOCTh B3ATHsI KPOBHU BO BPEMsI TECTUPOBAHUS ONPEIEISIET Bpay, pPyKOBOJCTBYACH MIPU 3TOM
JTAHHBIMH UCCIIECIOBAaHMIA IO ONITUMAJILHOMY ITPOBEICHUIO TecTa [28].

Jlns monmy4yeHus Hambosee WH(POPMATUBHOTO pe3ysibTaTa 1eJIecoo0pa3Ho UCIONIb30BaTh
JUIT TECTUPOBAaHUS MaKCUMaIbHYIO 103UpoBKY mpemapata (20 wmr/kr). CyrodHas 103a
paccUMTHIBACTCA MHANBUAYAIBHO JJI KaXKO0rO MalMeHTa B COOTBETCTBUU C MHCTPYKITHEH.

«Kopomxuey» cxemvl mecmuposanus

OcHoBHBIM KpuTepueM d>(PQPEKTUBHOCTH TMpemnapaTa MpPU KOPOTKOM TECTUPOBAHUHU

ABIIsIeTCS CHIDKeHHe KoHeHTpauuu @A kposu Ha 30% u Gonee.
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IIposedenue mecma y oemeii cmapuie 1 200a, noOpOCMKO8 U 83pOCIbIX NAYUEHMO8.

[lepen mpoBeneHHEM TECTUPOBAHUS CTAOMIM3HUPYIOT coaepxkaHne DA B KpoBU MyTeM
MOJJICP>KaHUSl TMOCTOSIHCTBA IMUIIEBOrO palyoHa B TeueHue 4-5 nHell 10 Hayala TecTa U B
nepuoJl TecTupoBaHus. TecTupoBaHNe HAYMHAIOT Ha (oHE cTabmiIbHOrO ypoBHI DA KpoBH, TpU
TOM pACCUUTHIBACTCA CpeIHEee 3HA4YeHHE JABYX IMokazaTteneii DA, moiyueHHBIX B pe3yibTare
JIBYKPATHOTO B3STUS KpOBU Iepesa HaudajioM TectupoBaHud. LlemecoobpazHo, 4ToObl cpeaHee
3HaueHne @A Owbuto He HIke 450 MxMoub/i (7,5 MI/mi), MO3TOMY «KOPOTKOE» TECTHPOBAHUE
HE00X0IMMO TIPOBOJUTH B MEPBYIO OYEPE/Ib y MAMEHTOB C MOBBIIIEHHBIM cojepkanuem OA B
kpoBu. Ilpu HOpmanmpHOM copepkanuu DA KpoBH, aAnMeTa MOXKET OBITH CJETKa pacHIMpeHa
(TONMBKO TpU COTJIACHHM POIUTENEH/3aKOHHBIX MPEACTABUTENCH HIIM CaMOro MalueHTa) [0
HOJTyYeHHs CTa0MIbHBIX 3HaUeHNH DA kpoBu He Hibke 450 MrMob/i (7,5 mr/man).

B nens mepBoro mpmema mpemapara HaToImaK OepyT aHalM3 KPOBM M3 Mayblla Ha
(deHnnanang, 3aTeM peOCHOK MPUHUMAET PACCUUTAHHYIO 103y MpernapaTa BMECTE C 3aBTPAKOM
WIH cpa3y ke Tocje 3aBTpaka. B Teuenue 2-x (uiam 7-Mu) ITHEH YTPOM B OJHO M TO K€ BpeMs
nocie 3aBTpaka (WM BMECTE C €0i) peOCHOK MPUHUMAET Mpemnapar, pa3BeJeHHBIA B TEIUION
BOJIC B COOTBETCTBHH C HHCTPYKIIHEH.

[ToBTOpHOE B3sITHE KPOBU MPOBOAAT Ha 3-i (unu 8-if) 1eHb cTporo HaTouak. Omeem Ha
YY6CMBUMENIbHOCMb K Npenapany OIICHUBAETCs IO CTETEeHU CHWXEeHUsS KoHleHTpauun DA B
KpOBHU OOJIBHOTO MpH COOJIIOJIEHUMHM CTaOMJIBHOW TUMNopeHuIalaHuHOBOM aueTsl. Ilaruent
CUMTAETCS YyBCTBUTEIBHBIM, €CITH pa3HUIa ypoBHs DA, MOTYyYEHHOTO MO OKOHYAHUU TEPHOAA
OLICHKM OTBETa Ha JIeYeHHE, W HMcXonHoro ypoBHs DA mepex HavajioM NpueMa Mpernapara
coctasisieT 30% u Gostee.

IIpu  cuwxenun ypoBHs DA  OGomee 85%  BbICOKa  BEpPOATHOCTH,  YTO
runeppeHnIaIaHHEMUS y TIallueHTa 00yCIOBIeHa HEJJOCTATOYHOCTBIO TETParuapoOHonTepruHa
(BH4).

ITpumMepHbIe cXeMbl TECTUPOBAHUS IPUBEAEHBI B Tabnuax 1-2.

Tabnmuna 1. JIByxaHeBHass cxema TECTUPOBAHMS MJIsi ONPENENICHUS YYBCTBUTEIBHOCTH K

carponTepuHy®.
Ipoyedypor Lo mecma Jnu mecmuposanus
I 1 1 2 3 4
Kpoesw X X ¥ Y
Hamowax
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Ilpuem
npenapama
Onpeodenenue

omeema no J
pe3yrbmamam
DA kposu
*- KpaTHOCTB B3STHsI KPOBH MOKET OBITH YBEJIIMYECHA JIO 3-X pa3 B CYTKH I10 PEIICHHIO Bpaya.
Bbonee gacTeiif KoHTpOIIb DA TI03BOIISIET 3a(DUKCHPOBATH MOMEHT MaKCHUMAJILHOTO CHIDKEHUS

koHueHTpanu @A KpoBu Ha QOHE MpHeMa canponTepuHa™™.

Ta6n1z1ua 2. CeMI/II[HeBHaH CXE€Ma TECTUPOBAHUA OJId OIIPEACIICHUSA YyBCTBUTCIBHOCTH K

canponTepHHy**l.
o JIHu mecmupoeanus
IIpoyeoypul mecma 2-X OHe8Hasl cxemda
1|1l 1 2 3 4 5 6 7 8 9
Kposs X| x| x X
Hamowjax
Hpuen + + |+ |+ |+ | + |+
npenapama
Onpeoenenue
omeema no D% *
pe3yremamam
DA kposu

T

- KpPaTHOCTb B3SITUSI KPOBU MOXKET OBITh YBEIWYEHA 10 3-X pa3 B CYTKH II0 PELICHHUIO Bpadya.
Bonee gacTerit koHTpos DA MO3BOISAET 3aPUKCHPOBATH MOMEHT MAaKCUMAIIbHOTO CHIDKEHUS
koHneHTparun A xkpoBu Ha poHe mprema canponTepuHa™*.

Ilocne NpOBCACHUA TCCTUPOBAHHUA W TMOJYUYCHHA IIOJIOKHUTCIBHOI'O PE3yiibTaTa

HEO0OXOMMO MOATBEPAUTH €T0 B XO/I€ JUIUTETLHOTO HAOIIOACHUSI.

«JIIIMTeILHBII> TECT

OCHOBHBIM ~ KpuTepueM HPPEKTUBHOCTH <«JIUTEIBHOIO» TECTUPOBAHMS  SBISETCS
NOBBILICHHE TOJEPAHTHOCTH K MNHIIeBOMY ¢eHmwnananuHy. [IpeumymiectBoM  Takoro
TECTUPOBAHUS SIBJIIETCS BO3MOXHOCTh €r0 MpOBeJeHUsS Ha (poHe pedepeHCHbIX 3HaueHud DA
KpOBH y marnueHnTta (T.e. He Bbime 360 mxmonw/n). [Ipu sTom TpebyeTcs exeaHEeBHOE BeICHUE
IUILEBOr0 JHEBHUKA, TIIATENbHBIA KOHTPOJIb TUETHI, (PaKTHUYECKOTr0 MOTPEOJICHUS MalUeHTOM
HaTypainbHOTO Oenka u DA.

Bo Bpems mummTenbHOro TecTa Ha PEakUUIo C CcanponTepuHOM™* 00pasibl KpOBU IS
omnpeneneHus: KoHueHTpanuii @A ciexyer codupaTh 10 BO3MOKHOCTH €KEJIHEBHO, €CIIU TaKoH
BO3MO>XHOCTH HET, TO HE PEXKE OJHOI0 pa3a B HEJEIIO.

MakcumanbHasi TOJIEpaHTHOCTh K nuimeBomy DA omnpenensercs myreM MOCTENEHHOTO
yBenuueHus norpednaenus @A (pacumpenue AMEThl) MpU coxpaHeHuu nokaszareneit ®A B kpoBu

MalkeHTa B IIEJICBOM JAuamna3oHe. B COOTBETCTBUHM C eBpOHCﬁCKHMH PCKOMCHAAIUAMU 110
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nuarHocTuke u jgedeHno ['@A moBellieHHue ecTecTBEHHOM TojiepaHTHOCTH K Oenky >100% mo
CPaBHEHMIO C MCXO/HOM (10 Hayaia TeCTUPOBaHUs) IPU COXpaHEHUM KOHLEHTpauuu @A KpoBU
B [Ipe/ieiaX TepaleBTUUECKOro Juana3oHa mnocie 6 MecsleB IpueMa canponTepuHa™™ spisercs
JI0Ka3aTeIbCTBOM YYBCTBUTEJIBHOCTH MAMEHTA K JICYEHUIO JaHHBIM IIperapaToM.

B teuenue npoGHOro jgeueHus U Nociaenyolel KoppeKuu Tepanun KoHeHTpauus ®A
B KpOBM HE [OJDKHA IMIPEBBINIATh LeneBoro 3Hadenus 6 wmr/mn (360 mxmons/n). Ilpu
KOMOWHUPOBAaHHOM  HCIIOJIb30BAaHUM TUNO(DECHWIAJAHUHOBOW JHETH M calponTepuHa™™
KOHTPOJIb 332 aHTPOIIOMETPUYECKMMHU U OMOXMMHUYECKUMU IIOKA3aTeIsIMU HyTPUTUBHOIO cTaTyca
JIOJDKHBI OBITh CHCTEMAaTHYECKMM BO M30€KaHHE pa3BUTHUS Je(PHUIHUTAa OCHOBHBIX U MHUHOPHBIX
MUIIEBBIX BEILECTB, AIMMEHTAPHO-3aBUCUMBIX COCTOSTHUM.

[Ipn HEOOXOAMMOCTH JUIMTENbHAS MEIWKAMCHTO3Has Tepamus y OoibHBIX [DA,
OTBEYAIOIUX HA JICYEHUE CAMPONTEPUHOM™* cHMKeHUEeM ypoBHs DA B KpOBH, NPOBOAUTCS B
KOMOUHAIMM C JUMETOM NpHU MCIOJIb30BAaHMM aMMHOKHCIIOTHBIX CMeECel, KOJIMYECTBO KOTOPBIX
orpezesnseT Bpay.

[lanmenTsl, NOJyYaroIMe CANpONTEPUH™™ TpeOyIOT TIIATEJBHOIO KOHTPOJIS 3a
COCTOSIHUEM UX HYTPUTHBHOI'O CTaTyca M APYrMMHM IOKa3aTeNlsIMU 310pOBbs He pexe 1 pa3a B 6

MCCAIICB.

Tecmupoeanue na yy6cmeumenbHOCHMb K CANPONMEPUHY™™ 60 6pems DepemeHHOCmU.

Kenmunam ¢ 'OA HaAcTOATENBHO PEKOMEHAYETCS! BBIIOJHUTH TECT OO HACTYIUICHHUS
O6epeMeHHOCTH. B03MOXHOCTH mpoBeleHHs 48-4acoBOro TecTa Ha UYBCTBUTENIBHOCTh K
canponTepuHy** paccMaTpuBaeTcs B ciaydasx, Korjaa 6epemeHHas xeHiiuHa ¢ ['@A He moryt
noctuyb ypoBHS @A <360 MKMOJIB/T B KPOBH C MOMOILBIO TUII()eHUTaIaHUHOBON ueThl. Takoi
MOJIXOJ] CYMTAETC OIpaBAAHHBIM, TaK KaK PUCK TEPATOIT€HHOCTH BBICOKMX KOHIIEHTpalHui B
KPOBH MaTepH NPEBBIIIAET PUCK HCIOJB30BaHUS CANpONTEpUHA™™ BO BpeMsi OEpEeMEHHOCTH.
Ecnu TectupoBanue ObUIO MPOBENEHO paHee (B MOJPOCTKOBOM BO3pacTe, 10 OEpPEMEHHOCTH U
T.1.) ¥ ObUI OJYYEH MOJOXKHUTEIbHBIN OTBET, MO3BOJISIONIUI PaCIIUPUTh TUETY  SKEHIIHMHBI C
['®A, nmpenapaT Ha3zHavaeTcs e B MepUOJ TNperpaBUAApHON MOAroTOBKH (3a 2-3 Mecsiua A0
iaHupyemoro 3auartus). [locie HacTymiueHus: OepeMEHHOCTH MPHUEM Ipernapara IpoAohKaeTcs
JI0 POJIOB, C KOPPEKIIMEH J03bI JIEKapCTBEHHOTO Tpenapara [26, 54].

Meoukamenmosznaa mepanus npu BH4-oedpuyumnuix cocmoanuax ¢ ' DA agnaemces
namozeHemMu4ecKoll u HA3HAYAEMCA NOCcie YCMAHOGNEHUA OUAZHO3A 6 00A3amea1bHOM
nopsoke 6e3 npoeedenus mecmuposanus. HavanpHas 103a camponTeprHa™* y OOJNBHBIX C

HenoctaTouyHocThio BH4 cocraBnser ot 2 10 5 MI/Kr Macchl Tena npu npueme 1 pas B ness. [pu
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HEOOXOMMOCTH J103a camponTepuHa** MoxeT ObITh yBenudeHa 10 20 MI/KT Macchl Tejia B JICHb,
JUIS TOCTHXKEHHS ONITUMAIIBHOTO TepamneBTU4YecKoro 3¢dexra Bo3MOKeH npueM mpenapara 2 -3

B JCHb.
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IIpunoxenne I'14. HWudopmupoBaHHoe corjiacue Ha  IpOBeleHUE

TECTHPOBAHUS MPEeNapaToM canponTepuH™*

A, (®HNO),
nacrnopt Ne , BBIJIaH
npouH(pOpMUpOBaH (-a) 0 TOM, YTO Mpenapar canpontepun™* (CamponTepuHa™™* TUrHAPOXIOPUT)
ABJISICTCA CUHTETHMUYECKUM aHAJIOrOM MPHPOJHOTO TETPAruApOOMONTEPUHA U SBISIETCS CPEICTBOM
JUIs  JIedeHus: OOJBHBIX C HACJIEACTBEHHBIMU HapyIICHUSIMH OOMEHa BelIeCTB (HYKHOE
HOJYEPKHYTh) — (EHUIKETOHYPUH, YyBCTBUTEJILHOM K JICUEHUIO CAIPONTEPUHOM™ *, 1 HapyleHun
oOMeHa TeTparyApoOHoNTepruHa (aTUMUYHas, KO(aKTOpHAs, TETParuapoOHONTEPUH-3aBUCHMAs
dbopma (beHUIKeTOHypHUN), KOTOPBIM cTpasaer MOH pebeHok (®HO)
, r.p.
S undopmupoBaH(-a) O TOM, 4YTO JJs IOATBEPKACHUS YYBCTBUTEIBHOCTH K JICUYCHMIO
canponTepuHOM™**, HE0OX0AMMO IPOBECTH TECTUPOBAHUE, LIEJIbIO KOTOPOI'O SIBJISETCS NOATBEPAUTD
CHIDKEHHE YPOBHs (peHUIIalaHMHA B KPOBU Ha (DOHE MPUMEHEHHsI callponTepruHa™ ™ B COOTBETCTBUU
C UMCIOIIMMHUCS MEXTyHapoaHbIMU cTannapramu (30% u 6oiee).
S uHpopmupoBaH(-a) O TOM, YTO B CiIy4ae IOATBEP)KACHUS YYBCTBUTEIBHOCTU K TEparuu
camponTepuHoM™ ™, naHHOe JiedeHue OyAeT NPEIOCTaBICHO MOEMY pPEOCHKY TOJIBKO IOCIe
HOJTBEPAKIEHUS FOCY1apCTBEHHOr0 (PMHAHCUPOBAHMUSL.
S mapopmupoBaH(-a) JeyamM BpadyoM O TOM, YTO B IPOIECCe NMPUMEHEHHs campornTepuHa™*™*
MOTYT pa3BUBAThCs M0O0YHBIE AP PEKThI, HANOOJIEE YACTBIMU U3 KOTOPBIX SIBIISIOTCA:
. HesnauunTensHas ronoBHas 60J1b

. Hacmopk, 3a10KeHHOCTh HOCa

. Bbosb B ropie

. Kammens

. XKenynouHo-KuIlIEUHbIE PaCCTPOICTBA: IOHOC, PBOTA, OOJIH B )KUBOTE

. I'unodennnanannHeMus

. MoryTt 6bITh Apyrre no0ouHbIe 3()PEKTHI, 0 KOTOPHIX IOKA HE U3BECTHO.

S o6s3yroch 0OecneuuTh MOEMYy peOEHKY CTaOWIbHYIO JAMETY U HE BHOCHUTh B Hee HHKaKHX
W3MEHEHHUH B TIEPUO/] TPOBEACHUS TECTUPOBAHMUSL.

S 00sa3yrock coolliaTh JiedameMy Bpady o000 Bcex MOOOUYHBIX 3ddeKTax, HexenaTeIbHbIX
SBIICHUAX W M3MEHEHUSAX B COCTOSHHM MOEro peOeHKa, pPa3BUBIIMXCS BO BPeMs MPHUMEHEHHS
carpornrepuHa**,

A unpopmupoBaH(-a) 0 TOM, YTO s MMEIO MPABO OTKa3aThbCs OT JIEUEHUs IpernapaToM B Jr00oe
BpeMs, 0 4eM 0053yI0Ch YBEIOMMTB JIEHAIller0 Bpaya B TEYEHUH CYTOK.

S undopmupoBaH(-a) O pPEKOMEHIYEMOM [103€ TWpemapara, CXeMe JICYCHHS M O0XXHIaeMbIX
pe3ysbTaTax TepanuH.

Most TOAMUCH MO TaHHBIM COTJIAaCHEM O3HAYaeT, YTO TEKCT JaHHOTO COTJIACHSl NMPOYMTAaH, B HEM
BCE MOHATHO, HAa BCE BOMPOCHI S MOJYYMII(-a) yIOBIETBOPUBILNE MEHSI OTBETHI, C MPEIOKEHHBIM
TIJIAHOM JICYEHUS coTiaceH(-a).

(4ucno, mecsll, TOx)

3aKOHHBIN NMpeACTaBUTENb (MATh/OTEL/ IPYTOil pOJCTBEHHUK)
(moamuce)
(®.1.0.)
Jlewammii Bpau (moamuce)
(®.1.0.)

JITY:
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IIpuioxkenue I'15. B3ssiTue Omomatepuasia ajsi NpoBeleHUsA TUATHOCTUKH B

NATHAX KpoBH

KpoBs coOupaercs Ha  CTaHAApTHYIO

o )
KapTOYKY-(PHIbTp (Ne903), KOTOpast I' . . ‘ .0

HpI/HVIeHﬁeT(”I HJIA CKpHHHHFa He mcsirmcs, afinscmi nocrurmank evmn Mo wnes n0esn. A6 MM Al

Kanm A01XHel NONHOCTbIO MPONNTaTL KPYXKKN € 06PaTHOM CTOPOHBI

HOBOpO)KI[eHHBIX B POCCHﬁCKOﬁ (De)lepauHH ¢ He kacaiiTeck 061acTi, NPONUTaHHO KPOBLIO

WIM aHAJOTUYHYIO JUIS TOJIYYEHHsS] CYXOro
naTHa KpoBU. KpoBb MOXeT OBITh, Kak ‘ . . .

KanwuisipHast (M3 Tanblia, NATKU), TaKk H

BEeHO3HAas. BeHO3Has KpoBb cCOOHMpaeTcs B Pucynoxk 1. O6pazen npaBUIHLHOTO
npoOUpKy, AaKKypaTHO TIEPEeMEUINBACTCS H HaHECCHHUsI KPOBH Ha KapTOUKY-
3aTeM  OBICTPO C  TIOMOIIBIO  IHIETKH ¢unsTp
HaHOcUTCS Ha GuiabTp mo 25-50 MKI KpoBH TN PN TN TN TN
wiwiwiIwe
Ha  KaXIYI0  BBIICJICHHYIO  00JacTh. Nasf Nauh Nt Nt N s
L.07]
Heobxomumo XOPOILO IIPOTIUTATH Mn‘;’:iz_,'zsgmw SoPDOD}
BbIJICJIEHHYI0 007acTh Ha ¢uibTpe (puc. 1).
[TpeanouruTensHo cobupaTh 00pasibl Mmocie
enl uepes 40 munyt - 1 wac. Bo3MoxkHO 6 0010608
®N0 Naumenra
TaKXKe OCYIIECTBUTH 3a00p KPOBU M HATOIIAK.
Ha KapTouKe-(uiIbTpe 00513aTENIBHO |  |Aara powaenns fAiTe squrves pren L
JIOJDKHBI OBITH 4eTKO ykaszanbl ®UO, xem u | |08
OTKY/[a HATIPABJICH NALMEHT, JATa POKICHMS | | oon e
U TeneoH Jieyaliero Bpada (pUCyHOK 2). e
Ob6pasen CyXOro MsATHA KPOBH | | Tenedon spava

BKJIaAbIBACTCA B YUCTBIN KOHBEPT, 1mbo B Tect
DOaﬁpu D MNomne Drome DMHCI DLyso-GL 1 DLvso—GL-3

yucThii (aiin. KapTouka-QuiabTp He MOIKHA | [ Cemeimii chpummnr, Myraumw:

COTIPUKACATHCS C TPS3HOW MOBEPXHOCTHIO U C

Pucynoxk 2. O6paser; KapTouku-GuiIbLTpa
oOpasiiamu Jpyrux nanueHToB. HeoOxomumo Y P P ¢ P

OPUIOKHUTh K 0o0Opa3naM MH(OPMUPOBAHHbIE
coriacus TalWeHTa WIA €ero 3aKOHHBIX

MpeaCcTaBUTENEH Ha MPOBEJCHUE
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71ab0paTOPHBIX UCCIIETOBAHUI

AJNropuTM JeficTBU MeIMIMHCKOT0 MEPCOHAJIA NPU B3ITUH 00Pa310B KPOBH

*  BBIMBITH PYKHU (TMTHEHHUUYECKHH YPOBEHB), HA/ICTh EPUATKHY;

*  BBIMBITH PYKH MarieHTa (mATky peOeHKa B clydae, eclid KpOBb OepeTcs U3 MATKH);

*  TpOTepeTh 00JacTh MPOKAIBIBAHUS CTEPHIBHON canpeTkol, cMoueHHoU 70% criupTom,
HPOMOKHYTbH CYXOH CTepHIIbHOM caneTKoM; - HPOKOJIOTh CTEPUIBHBIM OJJHOPA30BBIM
CKapu(pHKATOPOM;

*  CHSTP MEPBYIO KAIUTIO KPOBU CTEPHIIHBIM CYXHM TaMIIOHOM;

* MSTKO HaJIaBUTh JUIS MTOJyYSHUSI BTOPOU KaIuld KPOBH;

*  TIPUJIOXKHTH MEPIECHANKYIISPHO TeCT-0JIaHK K Karuie KPOBH U MPOIHUTATh €ro KPOBBIO HACKBO3b;

*  aHaJOrMYHBIM 00pa30M HAHECTH Ha TecT-O0aHK 6-8 Karesb, BUJA MAT€H KPOBU JOJIKEH OBbITH

OAHMHAKOBBIM C obenx CTOPOH.

*  BBICYHUIUTH TecT-0aHK B TOPHU30OHTAJIbHOM II0JIOKCHHU Ha YHCTOH O663)KPIp6HHOI>i ITOBCPXHOCTHU

He MeHee 4 4 06e3 mpUMEeHEeHHsI TeIUIOBOH 00pabOTKH | MOMAaIaHus IPSIMBIX COJTHEYHBIX JIy4deH;

*  yIakoBaTh T€CT-OJJAHKU B YHCTHII KOHBEPT TaKUM 00pa30M, UTOOBI IISITHA KPOBU HE

CONIpUKaACaJINCh.

OcobennocTy npu MH(QY3NOHHOH Tepanuu
HekoTopeie manueHTsl MOTYT MOJIy4aTh MH(QY3UOHHYIO TEPAINIO, MEpeIMBaHie KOMIIOHEHTOB
KPOBH, YTO MOJKET OKa3aTb BJIMSHHUE Ha pe3yiabTaThl TecTOB. Hampumep, npu nepeavBaHUU IIa3Mbl
KPOBH MOTYT OBbITh TOJYYEHBI JIO)KHOOTPULIATENIbHBIE pe3yJbTaThl. PekoMeHayeTcs OCyIIeCTBUTh
3a00p kpoBH Juis aHanu3a MerabonutoB U JJHK-nuarnoctuku He 9 panee yem uepes 6-7 aHel mocie
nepesIMBaHus T1a3Mbl KPOBU U uepe3 7-10 qHel mocie nepenBaHusi KOMIIOHEHTOB KPOBHU

He nomyckaercs 3a60p KpoBH
* cpa3y IocJje MpoBeJeHUs NallMeHTy HHPY3UOHHOH Tepamuy;

*  cpa3y Iocie 3aMEHOTO ITepeTMBAHISI KPOBH.
XpaHeHnue H TPaHCIIOPTHPOBKA GHOMaTepuasa

OO0pa3ibl BBICYIIEHHBIX MSTEH KPOBH MOXKHO XPaHUTh B OOBIYHON KaMepe XOJIOMIbHUKA MPH

+4°C n0 otnpaBku. CpoK XpaHEHH 10 MOMEHTA OTIPABKHU HE JIOJDKEH MPEBHIIATh 7 THEH.
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