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Cnucok coxkpaieHui
CDbS - dpepmenT nucratnoH—f3-crHTa3a
CBS — reH, Koaupyromuii UCTaTHOH—3-CUHTa3y
GNMT — roumua-N MetunTpancdepasa
1Q - ko3 PUIMEHT UHTEIUIEKTYaTbHOTO PA3BUTH
MAT — MeTHoHHH afieHO3uITpanchepasa
MTHFR- meTunrerparuapodonaTpeykrasa
tHcy — o6mwmit romorucTenH
fHcy — cBoGOaHBII TOMOIIUCTENH
BKC - 6ose3Hb KJIEHOBOTO CHpOIIa
KHIC — KUCITOTHO-IIIEI0YHOE COCTOSTHUE
MC/MC - MeToa TaHIEMHON Macc-CIEKTPOMETPHH

[HHC — uentpanbpHas HEpBHas cUCTEMA



TepMuUHBI U onIpeaeIeHUs

CyO6umrokcanus (JitoKcalus) XpycTaarKa — MOJIBBIBUX (BBIBUX) XpYyCTaluKa



1. Kparkas nadopmanus no 3a001eBAaHUI0 WIH COCTOSTHUIO (TpyIine

3200J1eBaHUI WJIH COCTOSIHUIA)

1.1 Onpenejaenune 3a00JJeBaHus UM COCTOSTHNS (FPVIILI 3200J1eBaHUN NN

COCTOSIHM )

l'omomuctunypuss (I'LlY) — rereporeHHas Tpymma HACICACTBEHHBIX OoJie3HEH oOMeHa

BEILIECTB, OTHOCALIAACA K AaMUHOAUMIONATUSAM, OOYCIIOBJICHHAs HapylIeHHeM MeTadoau3Ma
CepoCo/IepKaIllUX aMMHOKHUCIIOT, B IEPBYIO Ouepe]b METHOHMHA. VX obuume nposiBieHUs —
HOBBIIIEHUE YPOBHs 0011ero romouucrenHa (tHey), mpu ToM, 4T0 aMUHOKUCIIOTHBIM IPOQUIIL TpU
pasHbix hopmax ['TY 3HAUNTENBEHO OTIMYACTCS.

Bb1ensror HecKoIbKO (OPM FOMOLIMCTHHYPUH, 3 KOTOPBIX YaCTOH SIBIISIETCS KJIACCHUECKAs
I'ITY, xoTtopas obycnoBieHa myranusmu B rene CBS, u xapakrepusyercst npu3HaKaMu MOPaXKeHUs
COCMHUTENIBHOM TKaHM (ACTEHHYECKOE TeNOCIOXKeHHe, JegopManusi TIpyJHOW  KIIETKH,
KA(OCKONMO3, TOABBIBUX XPYCTAIWKA, MHONHS, TPBDKH H JAp.), TpoMOO3aMH, CHIKECHHEM
MHTEJUIEKTa ¢  TCHUXMATPUYECKOM CHUMNTOMATUKOH. Takke W3BECTHBI Jpyrue (QOpMbl
TOMOLIUCTUHYPUH, KOTOpbIE MPOSBISAIOTCS IaTOJOTHEH HEpPBHOM CHCTEMbl € BapHaOelbHBIM

BO3pacToM MaHu(ecTaluu /Wi Apyrux cucrem [1-4].

1.2 DTHOJOrus U NATOreHe3 3a00JeBAHUS WJIH COCTOSHUS (rpynnbl 3200J0eBAHUIN WM

COCTOSIHMH)

Br1aensoT HeCKOJIBKO (I)OpM 3a00JIeBaHUs B 3aBHCUMOCTHU OT MEPBUIHOTO OMOXUMHUYECKOTO

U MOJIEKYJIIPHO-TEHETUYECKOro edeKTa.

Hapymenne mytu Tpanccynbdyparuu (Kiaccuueckas rOMOIUMCTHHYpuUs: Bg —3aBucumas
dopma romouucTuHypuun wiIM Bg —pe3ucreHTHas ¢opMa) MM HapylIeHUs B Ipolecce
PEMETUIIMPOBAHNS METUOHNHA.

I'oMonucTenH npeBpamaeTcss B METUOHUH B IIPOLIECCE, U3BECTHOM KaK pPEMETHIMPOBAHMUE,
Opy ydacTuW BuUTaMuHa Bjp. BrnocneacTBuu METHOHMH MOXET pacIIemIsThCs A0 S-
aJICHO3UJIMETHOHNHA, KOTOPHIA MpPeoOpa3oBBIBACTCS B TOMOIMCTEUH. B peakiuu, Ha3bIBaeMo
TpaHccynb(ypalnueil, FOMOIIMCTENH MPEBpAIAeTCs B IIUCTEUH, KaTaIU3UpyeMblii MTUPUI0KCAIb-5'-
¢docharom (PLP) u nucrarnon-p-cuntassl. [loBsienue ypoBHs tHCY mpeamonaraer HapylieHue
OJIHOTO M3 KOMIIOHEHTOB 3TOI peakinu.

I'omonuctunypus I unu knaccuueckas popma 3adosneBaHus BbI3BaHa AepUIMTOM (hepMeHTa
nucraTnoH-PB-cuntassl  (CbS), ywacTByromero B mnpeoOpa3oBaHMM METHOHWHA B IUCTEHUH,

MPOSABJIACTCA IPHU HAJIMYUHU T'OMO3UTOTHBIX WJIM KOMIIAYH/-T'CTCPO3UTOTHBIX MYTaL[I/Iﬁ B I'CHC CBS,



JIOKaJIM30BAHHOM Ha JUIMHHOM Iuiede Xxpomocombl 21 (21¢22). Tun HacnenoBaHusi ayTOCOMHO —
perieccuBHbIN [4].

[Tpu xnaccuueckoit I'LlY BcneacTBre HENOCTATOYHOCTH ITUCTATHOH-[-CHHTA3bI HAPYIIACTCS
UK TpeoOpa3oBaHus cepocoieprKaiieil aMUHOKUCIOTH METHOHUHA.

Hakomnenue tHCYy nmpuBoaut k aktuBanuu (axtopa XaremaHa, CIiOCOOCTBYS IpoOIEcCy
TpoMO0oOOpazoBanusa. Takke T'HIEPrOMOIMCTEUHEMHUS SIBISIETCd MNPUYMHON SHAOTENHATHLHOU
TUCQYHKIIUN U3-32 CHIDKEHHSI OMOJOCTYIHOCTH SHAOT€HHOTO Ba30JMJIaTaTopa -OKCHIA a30Ta U
OKHCITUTENBHOTO CTpecca. DTH WM3MEHEHHs HapyIIaloT CTAaOMIBHOCTh apTepUAIIbHOM CTEHKH M
ABJIAIOTCS PUYMHON MHTpaapTepHaIbHBIX TPOMOO30B, MPOJOJIBHBIX HAJAPBIBOB CTEHKHU apTepuil ¢
IIPOHUKHOBEHUEM KPOBH M3 NPOCBETa apTepuu B €€ CTEHKY ¢ (OpMHUpOBaHHEM B TMOCIeIHEN
MHTPaMypajbHOW reMaToOMbl U apTepUONATUH, TIOBBIIIAS IPEAPACTIONOKEHHOCTh K BOSHUKHOBEHHUIO
UHCYIbTOB [4—6].

Nwmerorcs Takke aHHBbIE, CBUJETENIbCTBYIOIIME 00 M3MEHEHHHM OOMEHA COeAMHUTEIbHOU
TkaHu y manueHToB ¢ ['I[Y. [loBblieHne KOHIEHTPAIMU TOMOLIMCTENHA MPUBOAUT K HAPYLICHUIO
CHIMBaHMs CYIb(TUAPWIBHBIX TPYII B OelKax, TAKUX KakK JIACTHH, YTO OOBSICHSET AUCIOKAIMIO
XpyCTaJHKa U CKeJeTHbIe aHoManuu [7,8].

®depment nucTatuoH-P-cuntaza (CbS) sBusercs nupumokcun (BUTaMuH Bg) 3aBUCHMBIM
depmenTom, nostomy B kiaccuueckoi ['lY Boienstor Bg-uyBcTBUTENBHYIO U Bg-pe3ucTeHTHYIO
dopmbl 3a00neBaHMsg. BO3MOXXHO Takke HapylleHHE aKTUBHOCTH CIIEAYIOLIEro (pepMeHTa B 3TOM
MeTaboruecKkoi 1enu — nuctatnonassl ([Ipunoxenue A3.3),

Hpyrue ¢opmbr T'LY cBsizaHbl ¢ TE€HETUYECKH JETEPMUHUPOBAHHBIMH JeheKTaMu
PEMETUIIMPOBAHNS METHOHWHA, BO3HUKAIOIIMMHU BCJIEICTBUE HAPYIIEHUS AKTUBHOCTU METHOHHUH
CHUHTa3bl PENyKTa3bl, KOTOpas KaTaJIU3UPYEeT DPEMETUIMPOBAHUE TOMOLMCTEMHA B METHOHMH,
HEKOTOpPhIMU JleeKTaMH CHHTE3a KoOajgaMuHa W HapymieHueM aktuBHOCTH (epmenta N(5,10)-
metwieHterparuapodonarpenykrazsl  (MTHFR). Vka3anHeie (opMbl  CONPOBOXKIAIOTCS HE
HOBBIIICHUEM, & CHI)KCHUEM KOHIICHTPAllMi METHOHHWHA B KpoBH [1].

HekoTopple reHeTMyeckue HapylIEHUs BHYTPUKIETOYHOIO TPAHCIOPTAa M IPOLIECCHHIA
kobamamuHa (cbl) (cblC, cblD, cblF u cbl]) BbIBBIBalOT HETOCTATOUHBINH CHHTE3 HE TOJBKO
MeTHIIKOOalaMiHa, HO M aJeHo3WIKoOanaMuHa, Kodakropa MmeTwiManoHmI-KoA myrtasel. Otn
KOMOWHUPOBaHHbIE HAPYILIEHNUS PEMETUIMPOBAHUS CBSA3aHBI C MOBBIIICHHBIM cojep:kanueM tHey u
MeTuaManonoBoi kucinotel (MMK) [9].

B naHHBIX KIMHUYECKHMX PEKOMEHJAIMsIX paccMaTpUBaeTcs MOAPOOHO KIlacCHYecKast

TOMOIIMCTUHYPUSI, U BapuaHT cBsi3aHHBI ¢ nepuuurom MTHFR, a dopmbr meTriManonoBoit



alMIypul C TOMOLMCTHHYpUEH, Ooiee MOAPOOHO paccMaTpUBAaIOTCd B KIMHHUYECKHX

PEKOMEHOAIUAX 110 METHJIMAJIOHOBOM AlluAypHuu, IMOCKOJIbKY ITOAXOAbl K UX TCPAIlMU OTIINYArOTCs

or I'ITY.

1.3 DnuaeMuoJiorus 3a00JeBAHNUA U COCTOAHUA (TPpynnbl 3200JJeBAHUH UJIH

COCTOSIHM )

Cpennsiss yactora knaccuueckoil I'ILlIY 1o maHHBIM JIUTEpaTyphl  COCTaBIISIET B CPEIHEM

1:100000-1:200000, Bapsupys ot 1:1800 mo 1:900000 B 3aBHCUMOCTH OT STHHYECKOU
npunaanexnoctn [10]. Hambonee pacmpocrpaneno nanHoe 3aboneBanue B Karape. ¢ wacToroii

HOCHTENbCTBA pumMepHo 2% [11,12].

1.4 Oco0eHHOCTH KOIMPOBAHHUS 32001€¢BAHNS WJIN COCTOSHUSA (TPyNnbl 3200J1e¢BAHNNI

HMJIM COCTOSTHMI) 10 MeKIYHAPOAHOM CTATHCTHYECKOH KiaaccuuKaAlu 00J1e3Hel 1

MpPo0JieM, CBA3AHHBIX CO 3I0POBbEM

E72.1 — HapymieHre oOMeHa cepocoiepKaluX aMUHOKHUCIIOT.

1.5 Knaccudukauus 3a60/1eBaHUsI MM COCTOAHUSA (TPYNIbI 32001€BAHUIA MU

COCTOSIHMH).

Brigensior CJICAYIOIUEC KIMHUKO-ITCHCTUYCCKHUC (bOpMLI TOMOLMCTUHYPHHU:

o T'omonucrtunypus, 0O0YCIOBJIEHHAas HapylIeHHEM TpaHcCylbpypauuu (Ki1accuueckas
TOMOLMCTUHYPHS, TOIpa3aensomascs Ha Bg-uyBCcTBUTENBbHYIO U Be-pe3ncTeHTHYIO0)
o T'omomuctunypus, oOycioBiIeHHas HapyLIEHUEM PEMETHIINPOBAHUS

CoBpeMeHHas kiaccu(uKalus pazIHMyHbIX (OpM TOMOIMCTHHYpUM MpuBeaeHa B Ilpunoxenun

A3.4)[1,9].

1.6. Kinaudeckasi KAPTHHA 3200J1eBaAHNS MJIM COCTOSTHNSA (IPYNIbI 3200J1eBAHNIT WIN

COCTOSIHMIA).

Kaaccuueckasi popma roMoucTHHYPHH, CBSI3aHHAS ¢ MyTanusiMu reia CBS

Knunnueckast kapTuHa 3a0oiieBaHHMs BapbUpyeT OT JIETKHUX JO TSKEIbIX  (opm,
MaHH(ECTUPYIOIUX Ha TIEPBOM IOy *KU3HH. Briensior Bs-uyBcTBUTENbHYIO U Bg-pe3ucTeHTHYIO
dopme[2,4,13-16].

[Ipn Be-uyBcTBUTENBHON (GopMe ManueHThl UMeT Oosiee MATKUM (eHoTun c Oosee
MO3IHUM BO3pacToM Hauana 3aboneBanust [14,17]. HambGonee nerko 3abosieBaHHe MPOTEKAET Y

ManuCHTOB, KOTOPBIC MHAaIOT BBIPAKCHHYIO IIOJIOKHUTCIBHYHO AWHAMUKY YK€ IPpU HNPUMCHCHHUU



HU3KHUX J103 MUPUAOKCUHA**. BONBIIMHCTBO U3 HHUX SIBJISIOTCS TOMO3UTOTaMu 1o 3ameHe P.1278T B
rene CBS [18].

Manudecranus 3a0oneBanus npu Bg-pesucteHTHOH — dopMe NPOUCXOAUT paHbIIe, U
KJIMHUYECKHE MPOSBICHUS O0JIE3HU TsDKenee, yeM npH Beg-uyBcTBHUTENBHOI hopMme.

[Ipu kmaccuueckor 'Y oTMeuaroTCs MOpaKEHUsS CO CTOPOHBI HEPBHOM, COCYIHUCTOM,
CKEJICTHOM CHCTEM U OpraHa 3peHusl.

Ilopascenue opzana 3penus

TunuuabiM cuMITOMOM Kiaccuueckod 'Y, KOTOpbIii 4acToO MOABISETCA HA BTOPOM TOAY
JKU3HU SIBJISICTCSI MHUONMS, KOTOpas NPEAIIECTBYET PA3BUTHUIO JUCIOKALWK WA JKTOIUU
xpycranuka. [Ipu 3a00eBaHUN TTPOUCXOAMUT IECTPYKIUS OOraThiX (GUOPUIUTMHOM MHKPO(PUOpHILT
UIMAPHOW CBSI3KM U HapylIEHHWEM ee CTPYKTYpbl U (yHKIuH. CTeneHb CMEIIeHHs XpYyCTalluKa
BapbUPYET OT HE3aMETHOTO MOABBIBMXA J0 ITOJHOTO BHIBUXA.

Hawu6onee gacto y mammentoB ¢ ['L[Y BeTpedaercs moaBbiBUX Xpycranuka («ectopia lentisy)
(Oonee 50% HenmedyeHbIX MAlMEHTOB, OOBIYHO MpOsBIsSETCS K Bo3pacty 8 ner). Wpumomonuc
(IpoxkaHuWe paay>KKH) - YaCThIA MPU3HAK BBIBHXA XpyCcTalnKa. Muomnus, cBA3aHHas ¢ ocnabieHuemM
XpyCTalMKa, TPHUBOAMT K TAacCUBHOW cdepuyeckor aedopmanuun (chepodakun). Muonms
CTAaHOBHTCS 3aMETHOM IPU TMOJBBIBUXE XpycTaianka. [[0JBBIBUX XpyCcTaTuKa MOKET OBITh MEPBBIM
npu3HaKoM OO0JIe3HH, OMHCaH Ciy4ail MaHudecTanuu B Bo3pacTte 4 HeJelb y OAHOIO MaIUueHTa.
CpoKu MOSIBJICHHUS 3TOTO MPU3HAKA IHUPOKO BAPBUPYIOT, HO IPUMEPHO Ha 2 TOAY KU3HU OTMEUaIOT
NOSIBJICHHE TIOJBBIBUXA XPYCTAJIMKa Y MHOTUX MaueHToB. [locie aToro Bo3pacTa manueHTs! ¢ Bg-
pe3ucTteHTHOUH (hopmol, UMEIOT Oosiee BBHICOKHI YpOBEHb BBIBUXOB XPYCTalMKa, Ye€M MHAI[MEHTBHI,
OTBEYAIOIIKE HA TEPAMHI0 MUpuaoKcuHOM™* * [7,8,19].

YacThIM OCJIOKHEHHEM SKTOMHH XPyCTaluKa SBISETCS OCTpas Tiaykoma, 00yCIOBICHHAsS

CMEIICHUEM XPYCTAIHNKA B MIEPEIHIO0 Kamepy ria3af[20].

Tpomooswv

BropeiM 1o gactote npu kinaccuyeckoit popme I'LlY saBnsercs mopaxenue cocynos. Ilpu
TOM BEHO3HbIE TPOMOO3bl BCTPEUAIOTCS Yallle, YeM apTepHuaabHble, U MOTYT BO3HHUKATh B JIIOOOM
OpraHe M CHUCTEME, BKJIKYas COCYIbl TOJOBHOTO MO3ra, KOPOHAPHBIE M JIETOYHBIE apPTEPHUHU.
TpomOo3bl BeTpeuarorcest B mo0oM Bozpacte. [loutn y 50 % manueHToB 0TMEYaroTCs COCYIUCThIe
OCJIOXKHEHHUSI, Tpe/CTaBlIeHHble TpoMOOo3aMu, K Bo3pacty 29 ner. B pspe ciyuaeB mopaxeHue

COCYHOB MOKET ABJIATBCA CAWMHCTBCHHLIM CHUMIITOMOM 38.6OJ'ICB8.HI/IH, BO3HHKAKIIKMM Ha 2-3



JNECATUIIETUU KU3HU (OCOOCHHO Yy TMAalMeHTOB C HamboJiee YacTOil TOMO3UTOTHOW MHCCEHC

myrarueii ¢.8337>C B rene CBS)[21].

Iopasicenua kocmnoii cucmemol

Hapymienust co cTOpoHbI KOCTHOW CHCTEMBI HEPEJIKO IMPEICTABICHBI BBICOKUM POCTOM,
JOTUXOCTEHOMENHNEH, apaXxHOJaKTUINEH, CKOJIHO30M, AedopMaiueil IpyIHOM KJIETKH IO THUIY
KUJICBUHOW WJIM BOPOHKOOOPA3HOW, BalbIyCHOM Aedopmanneid KOHEUHOCTEH, BHICOKMM CBOIOM
TBEepAOro Heba, MoJION CTOMmoOM, ocTeonopo3zom/ocreonenuei. OcTeonopo3 HaAOIIOIACTCS MMOYTH Y
MIOJIOBUHBI TMAlIMEHTOB KO BTOPOMY JACCATHIICTHIO KH3HH [5,22] u SBJISETCS CEphE3HBIM
OCJIO)KHEHHEM CO CTOPOHBI KOCTHOM CHCTEMBI. Y TAalMeHTOB ¢ Bg pesucreHTHON (opmoid
3a0o0NieBaHUsl OCTEONOpPO3 pa3BUBaeTCs B Oosee paHHEM Bo3pacTe, yeM npu Bg -3aBHCHMBIX

YYBCTBUTEIBHBIX (popMax.

Heegponozuueckue u ncuxuampuueckue nposaeieHus

HaubGonee uacteiM knuHHYECKUM TposBieHueM mnopaxenus [IHC sBnsercs 3amepikka
MICUXOPEUYEBOTO Pa3BUTHS, YMCTBEHHAsI OTCTANIOCTh. [[0CTaTOYHO YacTO KOTHUTHUBHBIC HAPYIICHUS
MOTYT SIBJISITHCS IEPBBIM CUMIITOMOM 3a00JIEBaHUSI.

WuTennexkryanbHble CIOCOOHOCTH MAllMEHTOB MOTYT JOCTATOYHO CHJIBHO paziuyarbcs B
3aBUCHMOCTH OT BO3pacTa Havajia Tepanuiu. [1o JaHHBIM MeXAYyHapOIHOIO onpoca, nokaszarenu 1Q
BappupoBai oT 10 mo 138, mpu sTomM Meamana cocrtaBisuia npumepHo 64. Ilamumentsr ¢ Be-
YyBCTBUTEIHHON (OpPMOI TpU paHHEM Hauyaje Teparmuud UMEIOT OoJiee BBICOKHE IOKa3aTesn
3HaueHus: 1Q (MemuanHa 78) MO CpaBHEHHUIO C TMAlMEHTAaMH, PE3UCTEHTHBIMU K BUTaMHHY Bg
(Menunana, 56) [23].

Ha BTOpOM necATuUNeTHH >KU3HU Y TAIMEHTOB YacTO BO3HUKAIOT SIU30/bI JCTIPECCUH,
TPEBOKHOCTh, 00CECCUBHO-KOMMYJIbCUBHBIC  HAPYIIEHUS, TICMXO03bl. XapakTEPHBIMH  JIsS
kinaccnueckod ['TIY sBnsitoTcs pa3nuyHble HapyUIEHUsT NOBEIACHUS: arpeccusi, ajJKOoroJu3M,
HapkomaHud. [lcuxuarpuueckue mpoOieMbl Oojiee 4acTO BCTPEYAIOTCS CpeAH MalueHTOB ¢ Bg
pPE3UCTEHTHOU (DOPMOIL M MTPU OTKA3€E MAIIMEHTOB OT JICUCHUS U TUETOTEPAITHH.

VY OTAENbHBIX MAIMEHTOB TCUXHATPUUECKUE HAPYIICHUS MOTYT SIBIATHCS €IMHCTBEHHBIM
CUMIITOMOM 3a00JIeBaHUSI.

Bcerpeuatorcst  mpeumyiiecTBEHHO 4 KaTEropuu  MCUXUATPUYECKUX — HapyLICHUH:

paCCTpOﬁCTBa JIMYHOCTH, HAPYHICHUA NOBCACHUSA, TPAH3UTOPHLIC IACIPCCCUH, U 00CEeCCUBHO-



KOMITYJTLCUBHBIE paccTpoiicTBa. CyIIECTBYIOT Jake COOOIICHHS, 4TO Mmu30(ppeHust Ooiee 4acTo
BCTpevaeTcs y manueHToB ¢ aedunurom CBS [4,24,25] .

B 21% cnyyaeB y Hene4yeHHBIX mMalMeHTOB ¢ kiaccumdecko ['1IY waGmromarorcs
SMWICNITUYCCKUE  TPUCTYNIBI B paHHEM  MJIQJICHYECKOM  Bo3pacre, Hamboiee  4acto
reHepaJin30BaHHbIE TOHUKO-KJIOHUYECKHE CYI0pOrd. JpyruMu HEBPOJIOTHUECKUMHU HAPYIICHUSIMHU
SBJISIFOTCS.  Pa3JIMYHBIC OSKCTPANMpPaMHUIHBIC HApPYIICHHWS, B YaCTHOCTH, AUCTOHMs. (yarobie
HEBPOJIOTHYECKHE HAPYIICHHUS COOTBETCTBYIOT 30HE MOPAKEHHUS BO BpEMs IIEPEHECEHHOTO OCTPOTO

HapyIICHHsI MO3TOBOT0 KpoBooOpamieHus [4] .

/Jlpyzue nposaesnenus Knaccuueckoii 20MOUUCMUHYpUU
Onucansl citydan kiaaccuueckoi 'Y, npoTekarorieii ¢ octpbiM Mankpeatutom [26—31] u

XPOHUYECKOW THAPEEH, THIIONMUTMEHTALUEN KOXKHU U BOJIOC, «PYMSIHUEM) Ha JIULIE.

Hapymenusi pemeTuJimpoBanus

[Tpu HapylieHUSX pPEMETUIMPOBAHUS HE BBIABIIAIOT KAKUX-JIMOO OCOOBIX CHMIITOMOB, KOTOpBIE
HO3BOJMJIM Obl Ha KJIIMHUYECKOM YPOBHE INPEAIOJIOKUTh 3TY MaToJoruio. 3abojieBaHMs U3 3TOU
IPYNIbl SBJIAIOTCA MYJbTUCUCTEMHBIMH, HamOoJiee 4acTo MPOUCXOAMUT IMOPAKEHUE HEPBHOW U
KPOBETBOPHOM CHCTEMBI, COCYHOB M TIO4YeK. VIMEHHO COY€TaHHE HEBpPOJIOTMYECKUX H
reMaToJIOrM4ecKUX CUMITOMOB, YaCTO COIPOBOXKIAIOIIUXCS 3aAEPKKON (PU3NYECKOr0 pa3BUTHS,
JIOJDKHO BBI3BIBATh IOJIO3PEHHE HAa HapyIIEHUE PEMETHIUpPOBaHMs. Y OOJBIIMHCTBA MAllMEHTOB
OTMEYAIOTCS ~ HApYIIEHUS  TNCUXWYECKOT0, YMCTBEHHOTO W  (U3WYECKOTO  Pa3BUTHI,
IIOJINHEBPOIIATHsl, CYAOPOTH, JBHUIaTEIbHBIE DPACCTPOMCTBA, HAPYIICHMS MBIIIEYHOTO TOHYCA,
natojorusi 3peHus. OHM MOTYT CONpPOBOXKJIAThCS MAaKpPOLUTAPHONW aHEMHEW, aTUIHYHBIM
reMoJInTuKo-ypemuueckum cuaapomoM (I'VYC) wunm riomepysionaTvei, KOTOpble B OCHOBHOM

CBsA3aHHBI C MHKpoaHFHOHaTHeﬁ .

I'omouucTunypus, o0yc/10BJICHHAs! THAKEJIBIM AepuIHTOM

MeTmieHTerparuapogoaarpenykrassl (MTHFR)

I'omonucTunypus, 00ycJOBJIeHHAs TSKEIBIM nepuuuToM
MeTmienTeTparuapodonarpenykrassl (MTHFR), manudectupyer B HeoHaTaabHOM Mepuoje
HEBPOJIOTUYECKUMH HAPYUICHUSIMH, CXOJHBIMH C OpPraHHYECKHUMH alUIypUsIMU - YrHETEHHE

CO3HaHHA BIIJIOTH 40 COMHOJICHIIMM W KOMBI, TeHepaﬂHBOBaHHOﬁ MBIIIEYHON THIIOTOHHUEH,



NPUCTYNAMH anmHOd. TakXke 0TMEYaroT MpoOJIeMBbl CO BCKapMIIMBAHUEM, IJIOXYIO MPUOABKY Beca U
MHUKpo1edamro.

Onucana Gonee no3ausas popma 3a0osieBanus, MaHUGECTUPYIOIIAs B IETCKOM M B3pPOCIOM
Bo3pacte. Ee kinHuYeckas kapTuHa Oojee BapuadeiabHa M MPECTAaBICHA 3aJCPKKON M PErpeccoM
IICUXUYECKOTO Pa3BUTHsI, HAPYUICHUSIMU TOBEJIEHUS, IICUXUATPUUECKUMU CUMIITOMaMH, aTaKCHEH,
MOJIMHEBPOIIATUEH, CHAaCTUYHOCThIO. M3 AKCTpaHeBpalbHBIX HAPYLMIEHUI YacThIMH SIBIISIFOTCS
TpoMO03bl. MeranobinacTHast U/Uiu MaKpoOLUTapHas aHEMHSI OOBIYHO OTCYTCTBYET.

Cpenu 24 ommcaHHBIX B JIUTEPAType MOJIPOCTKOB/B3POCIBIX TMAIMEHTOB C JCPUIUTOM
MTHFR knuHMuYeckue MNpOSIBICHUS BKIOYAIM HapylmieHue noxoaku (96%, u3 MoTOpHOro
HEHTPAJIbHOTO U MepupEeprUUeCcKOro IPOUCX0XKIICHHUS ), CHUYKEHIE KOTHUTUBHBIX QyHKIHH (74%),
snuientuyeckue cuaApomsl (50%), sunedanonatuio (30%), ncuxotudeckne cuMntToMsl (17%) u
TpomboTHueckue coObITHS (21%). ¥V 41% OBUTO OJHO HEBPOJOTHYECKOE IMPOSBICHHE, KOTOPOE
MOTJIO OCTaBaThCsl U30JUPOBAHHBIM B TEUEHHE KaK MUHUMYM 3 JIET, 4YTO OTCPOYMBAJIIO IIOCTAHOBKY
muarnoza. MPT ronoBHoro wMosra BeisiBIIa B 71% ciydaeB HM3MEHEHHUS B OCHOBHOM
MEPUBEHTPUKYIIAPHOrO OeJoro BellecTBa. Bce mamueHThl cTaOMIM3UPOBANINCH WU YIYUIIUIUCH
nocie Merabonuyeckoro JeueHuss [32]. Hecmorps Ha TO, uyro gedpunmur MTHFR B
MOJPOCTKOBOM/B3pPOCIIOM ~ BO3pacTe  BCTpPEUaeTcs  pPEOKo, €ro  cieayeT  BKJII0YaTh B
b hepeHIanTbHO JUarHOCTHYECKUN MOUCK npu Pa3IHYHBIX HEOOBSICHUMBIX
HEHUPOINICUXUATPUUECKUX CHHJIPOMAax, SMWIENICHUM W CIACTHYECKOM Iapanapese, MOCKOJIbKY INpu
nepunure MTHFR nokasan xopomuit a3gpext Mmerabonnyeckoil Tepamnuu.

Bozpact mposiBneHus u knuHu4eckas kaptuHa Jnepuunurta MTHFR  koppenupyror c
OCTaTOYHOI aKTHBHOCTHIO (epMeHTa. B mccrnegoBanum, BrimouaromeM 33 MalMeHTa, MOKa3aHo,
4TO CPEeJHHI BO3PACT MOSIBICHUS] CUMITOMOB cocTaBisiil 1,25 mecsaua (cpeauuii 21 roj; quamna3oH
ot 0,1 mo 216 mecsiueB). Y 14 manueHTOB MEpPBbIE CUMITOMBI HAOIIOATUCh B TEYECHUE TEPBOTO
Mecsiia JKM3HU; U eme y 11 manueHToB CUMOTOMBI HAOMIOAANUCH K 6-My Mecslly >KU3HH. Y
OCTAJIbHBIX TSITH MAIMEHTOB CUMIITOMBI MTPOSIBIIIKCEH B Bo3pacte 2, 5, 11, 13 u 18 net [33].

Tsoxensiit nepunur MTHFR Ounoxumudeckn XxapakTepU3yeTcsl THIIEProMOLMCTEMHEMUEH,
TOMOIIMCTUHYPUEH, TMOBBIILIEHHBIM COJEP)KAHMEM LHUCTaTUOHWHA W HU3KUM WJIH HU3KO-
HOpMaJIbHBIM YPOBHEM METHOHWHA B KPOBH, B oTiinuue oT Aeduinura CBS, koTopslil mposBiseTcs
MOBBIIIEHHBIM YPOBHEM METHOHWHA. B KynpTHUBUpyeMbIX (puOpobdiaacTax ocTarouyHasi akTUBHOCTh

coctasisieT MeHee 20% OT CpeiHero KOHTPOJIBHOTO 3HaYeHus [34].
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KinHu4deckue nposiBjieHnsi KOMOMHUPOBAHHBIX HapyleHuii pemerusmpoBanns (cblC, cblD-

MMA / HC, cblF, cblJ)

[Tpu HapylIEeHHUAX PEMETHIMPOBAHKS C METHIMAIOHOBO#H armaypueii (cblC, cbID-MMA /
HC, cblF, cbl]) wacto BcTpeuarorcs 3aiepkka (QU3HYECKOTO pa3BUTHS W HapyIICHUS
BCKapMJIMBaHHUS B MJIaJieHUYECTBE. B OOJBIIMHCTBE CiIydaeB IMEPBBIE CUMITOMBI MPOSBISIOTCS B
HEOHATAJIbHOM TMEPUOJIE€ WJIM B pPaHHEM JAETCTBE. Y HOBOPOXKACHHBIX  3a00JICBaHHE MOXKET
NeOITUPOBATh OCTPO - HAPYIICHUSIMHU CO3HAHUS (JIETApTHs, KOMa), TAKXKE XapaKTePHBI CYIOPOTH U
MBIIICYHAs] THIIOTOHUS, TPU J1a0OPAaTOPHBIX HMCCICIOBAHUSAX YacTO BBISBISIOT METralloONIaCTHYIO
AHEeMHIO0, HEUTPONCHHI0 WM maHiutoneHuo. B 50% cinyuaeB oTmewaroT HUcTarMm, Ha (oOHE
peruHonatuu Wik arpoduu 3putenbHoro Hepsa [35,36]. Mukpoanruonarudeckoe 3a0oJeBaHUC
MOYEeK WM JITKHX Yalle BCEro MPOSBISETCS HAa paHHEW craauy OONe3HH, HO MOXKET TaKxkKe

IPUCYTCTBOBATH Y JIETEH CTapIIIero Bo3pacra u 'y B3pocibix [37,38]

VY nereid, MOJPOCTKOB U B3POCTBIX OTMEYAIOTCS OCTPhIE WIM XPOHUYECKHE MMOBEICHUECKUE
WIA TICHXHYECKUE TMPOSBICHHS, KOTHUTHBHBIC HApPYIICHHS, TpPU3HAKH nepudepudecKon
HeBpornatuu u arakcuu [37,39,40]. Yacto BBIABISAIOT OJICTHOCTH 3PUTEILHOIO HEpBa, HO JAPYIrHe

rJIa3HbIC IPOSIBIICHHS PEAKO BOHUKAIOT NpH 1o3/1HelH (opme 3adoneBanus [36,41].

Kannuyeckue nposiBjieHHMsi KOMOMHMPOBAHHBIX HapyumieHuil pemeruiaupoBanus (cblD-HC,

cblE, cblG)

Knuanueckue mposieienuss nepunmra cblE um cblG cxongusl. 3aGoneBaHue OOBIYHO
MaHH(]ECTUPYET B MJIaJIEHYECTBE, B OCHOBHOM C IeMaTOJIOTMYECKUMHU HapyIIEHUSIMH, MBIIICUHON
THUIMIOTOHUEH M OCTPO BO3HUKAIOMIMMH HEBPOJIOTMYECKHMMH CHMIITOMaMH. Y TpPETH NalMeHTOB
HaOJIOIAaI0T HAPYIICHUS CO3HAHUSA, CYJOPOTH, Y YETBEPTH - HAPYIICHHUS 3pSHHS. Y JIeTeH CTapIiero
BO3PAcTa M B3POCIBIX MOTYT MpPOSBIATHCA MPU3HAKH, OTpaKarollye MOpakeHHe CIMHHOTO MO3ra
(momocTpasi iereHepanys CIMHHOTO MO3ra) WM NcuxuaTpuyeckue cumnTombl [42]. Coolimanoch
00 eOMHWYHBIX CIy4asX W30JMPOBAHHON MAKpPOIMTAPHOW aHEeMUU O0e3 HEHPOKOTHHUTHUBHBIX

HapytieHuii [43] .

bBepeMeHHOCTh NpPH KJIACCMYECKON TNOMOLMCTHHYPUM W TOMOLMCTHHYPHH, 00YyCJI0BJICHHOM
TsKeJAbIM JepuuuTom MeTuieHterparuapogoaarpenykrassl (MTHFR)

IIpu TIY, xak KiIaccUYecKod, TaKk M OOYCIOBIEHHOM TSDKEIBIM  J1e(UIIUTOM
MmeTmienTerparuapodonarpenykrassl (MTHFR), BoisiBiasieTcst BHICOKUI pUCK pa3BUTHS TPOMOO30B

U TPOMOO3IMOOIMYECKIX HAPYLIEHUH y MaTepeil, Kak Ha IPOTSKEHUH BCeil OepeMeHHOCTH, TaK U B
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nociaepoaoBoii mepuon. K HMM  OTHOCSATCS MHOXKECTBEHHBIE apTepHUalbHbIE TPOMOO3HI,
uineopeMopaibHbId TPOMOODIEOUT, TPOMOO3BI BEPXHErO CarUTTAIBHOIO CHHYCA U KOPTUKAJIbHBIX
BeH. EcTb JaHHBIE O pa3BUTUM MPEIKIAMIICUM Yy MaTepei, ¢ ToMOUUCTHHYpHuel. OxHako
OONBIIMHCTBO OEPEeMEHHOCTEH y MaTepell ¢ KIaCCHYECKON TOMOIMCTHHYPHEH NpoTeKanu Oe3
aKYILIEPCKUX OCJIOKHEHUM.

[Ipu nedpunure MTHFR y maTepu BO3MOXHBI IMOpPaKCHUS HEPBHOM CHUCTEMBI y peOCHKA

[44].

JuddepeHunanbHast ATMATHOCTHKA

Hubdepenumanbupiii auarno3 npu kiaaccudeckod 'Y cinegyer mpoBoauTh B TpyImie
HACJICJICTBEHHBIX 3a00JIeBaHUIl COCAMHHUTENbHOW TKaHM ¢ cuHApomMamu Mapdana, buca
(BpOKAECHHAs KOHTPAKTypHas apaxHomakTwius). [Ipm Bcex 3Tux 3a00JEBaHHUAX OTMEYACTCS
Map(haHOUIHBIN (EHOTHI, TOTMXOCTEHOMENHS, APAXHOIAKTHIINS, KHU(POCKOINO3BI, Aehopmarius
TPYJHOM KIIETKH, MPOJIANIC MUTPAJIBHOIO KjanaHa. CMMITOM, 4acTO BBISBISIEMBIN MPU CHHAPOME
Map@dana 1 TOMOLIMCTUHYPUU — MTOABBIBUX XPYCTATHKA.

[Ipy romouucTUHYpUM B OTIMYME OT cuUHApomMa MapdaHa pocT MoOXeT ObITh
HOpPMAaJIbHBIM, OTMEYAETCS JACIUTMEHTALMS KOXKH U BOJIOC, BHIPAYKEHHBIA OCTEONOPO3 U TPOMOO3BI.
[Ipu cunapome bunca onucana cnenuduyeckas nedopmaivs YIIHBIX PAKOBUH, BPOXKICHHBIE
MIOPOKH CEPALIAa U KOHTPAKTYPBI CyCTaBOB, KOTOPBIE HE BCTPEYAIOTCSI IPY TOMOLIUCTUHYPHH.

JuddepeHunanbHbplii AUarHO3 TaKKe CIIEAyeT MNPOBOJAUTH C TPYNION HacleACTBEHHBIX
3a00JIeBaHUN, CONPOBOXKIAIONINXCS HWHCYJIbTaMH: C Ooje3nbto Dabpu, cunapomom MELAS,
BPOXKJIEHHBIMH  HapylIEHUSIMH  TJIMKO3WIMpoBaHus  (Oone3Hb  JKakeHa),  HEKOTOPBIMHU
OpPraHMYeCKUMHU aluAypUsMU (METUIMAJIOHOBAsA, INPONUOHOBAs, W30BAJIEPUHOBAs, TIyTapoBas
anuaypus Tan 1 v 2, aMUHOAIMIONATHAME (HAPYIICHHS [[MKJIA MOYCBHHBI).

EcTb 1 1pyrue HereHeTH4ecKe MPUUUHBI BBICOKOTO YpoBHS tHCY, HO Mpu ATUX COCTOSHUAX
ypoBeHb tHCY Haxoautcs B auanazoHe or 15- 50 MKM/I, B TO BpeMsl Kak IpPH HACIEICTBEHHBIX

dopmax I'llY oH, kak mpaBuio, 6onee 50 MKM/J, K HUIM OTHOCSITCSI:

. Hedunmt Butamuna Bg nnm By
. Hedbunmt poamneBoit KHCIOTHI

. I'unotupeos

. Oxupenune

. Jnabet
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. [IpueM HEKOTOPBIX JIEKAPCTBEHHBIX IpenaparoB (Hampumep, KapOamazemuH**

aTopBacTaTuH** , peHopudOpar™* , MmeroTpekcar™* , GeHUTOMH™* ¥ HUKOTHHOBAs KUCJIOTA ).

2. I[l/laI‘HOCTI/IKa 3a200J1eBaHUA UJIH COCTOSTHUS (prﬂﬂbl 3a00/1eBaHU WJIN
COCTOHHI’Iﬁ), MEAUIMHCKHUE MTOKa3aHUA ! ITPOTUBOIIOKA3AHUA K IPUMECHCHUIO

METO/10B JMATHOCTHKH
s xnaccuwecxou I'IlY xpumepusmu OuacHocmuku cayscam. NOGbIUEHUE VDPOBHSL
memuonuna 6 kposu, tHey u fHey 6 kposu u moue, a makorce svisisnenue mymayuii 6 cene CBS.
s MTHFR kpumepusimu OuacHoCmuKu s181s10mcst: eblcokutl yposens tHey u THCy 6 kposu
U MoOYe, CHUMCEHHbI UMY HOPMATbHBIL  YPOBEHb  MEMUOHUHA, HOPMAIbHLIL — YPOBEHb
MEMUIMALOHOBOU KUCIOMbL 8 KposU U gviasnenue mymayuil 6 2cene MTHFR .
Aneopumm ouaznocmukuy Hapyuienuti pememuauposanus npeocmasner 6 llpunosxcenuu b2

2.1 ’Kaao0bLI 1 aHAMHE3

Kaaccuueckasi popmMa roMouuCTHHYPHH, CBA3aHHAas ¢ MyTanusamu rena CBS

Tpombo3vl 803HUKAIOM NPEUMYUIECBEHHO ) NAYUEHMO8 NOOPOCMKOB8020 U MON00020
803pacma, A6IANMCA 21A6HOU NPUYUHOU UHGAPKMA MUOKAPOA UNU UHCYIbMA C OPpMUPOBAHUEM
0YaA20801 HEBPOIO2UYECKOU CUMNMOMAMUKU.

Taoicecms  KIuHUYeCKUX nposigienutl boneswu npu Bg -pesucmenmnou gopme Oonee
svlpadicena, wem npu Bg-3asucumoti. Unmennexm nayuenmos ¢ knaccuweckou I'l]Y uawe cruowcen:
10 (ko3ppuyuenm unmennexmyanvroeo pazeumus) konedremcs om 32 0o 85 eo. (nopma 85-115
e0.). V oemeii ¢ Bg — 3a8ucumoui ¢hopmoti comoyucmunypuu yMcmeeHHoe passumue moxcem Obimv
HOPMANbHBIM

HepBHas cucrema:

— 3aaepiKka IICUXOMOTOPHOTO Pa3BUTHS

— YMCTBEHHas OTCTAJIOCTh

— Ilape3sl, napannuu

— Hapymenus noxoaku (atakcusi, IIaTKOCTh)

— MHucynbTel

— Cynoporu

— Jlenpeccusi, mcuxo3sl
CepaeuHo-cocyaucrasi CHCTEMA:

—  Tpom60351, TPOMO0IMOOTHH

— WubapKThl, HHCYIBTHI
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— IIposanc MuTpaibHOTO KjianaHa

KocTHas cucrema:
— KuneBuanas unu BopoHkooOpasHas nedopMaiius rpyIHOM KIeTKH

— HckpuBnenue n03BOHOYHHKA

— Octeonopos

— Ilepenomsl
Opran 3penus:

—  Muonus

— T'maykoma

— IloxBbIBUX XpyCTaJIMKa

— Karapakra

— Orcnoiika ceTyaTku

— ATtpodus 3puUTENbHBIX HEPBOB
JApyrue HapyleHus :

— I'psoku

— Ilankpeatur

I'omouucTtunypusi, o00ycjioBJeHHasi Je(uUUTOM  MeTHJIEHTeTPAruapodoIaTpesyKTa3bl
(MTHFR)
IIpu panneit ManudgecTanumn
— Jleraprus, artHO? B HEOHATAJIBHOM IIEPHOJIE
—  Jluddy3Has MplieyHasi TUIIOTOHUS
— Ortka3 oT eI, pBOTA, IJI0Xas MpHOaBKa B Bece
— 3aJepyKKa MOTOPHOTO U IICUXOPEUYEBOr0 Pa3BUTHS
— Mukpouedanus
— Cynoporu
— Hwucrarm
— TpombonuToneHus Wi NaHIUTONIEHUS, Merano0acTHas aHEMUS
— T'emonuTHKO-ypeMUYECKUN CUHIPOM

- Kap,Z[I/IOMI/IOHaTI/ISI

IIpu nmo3aueii Mmanngecrauuu
— Hapymenue nosenenus
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— KornutuBssiii gedunut

— Perpecc ncuxuueckoro pa3Butus

— Ilcuxwmarpuyeckne CUMITOMBI

— Arakcus

— Croacrudeckuii mapamnapes/Terpanapes

— DKcTpanupamMuHbIe HapYyIICHUS

— OuaroBasi CAMIITOMAaTHKa, KaK MTOCJIEICTBHS UHCYJIbTA

— Ilapecre3un, oHeMeHHE U NTOKAJIBIBAHUE B pyKaxX U HOrax
— Henepxxanue Mouun

— IIporpeccupyromias ciiabocTh KOHEYHOCTEH (HOTH> PYKH)
— T'emonuTHKO-ypeMUYECKUN CUHIPOM

— TpombosmboIIUecKne COOBITHS

— PenuauBupyromumii BEeHO3HBII TpoMO03

— Jlerounas Tpom0603MO0IIHS

— llepeGpoBackysipHble COOBITUS

2.2 duzukajabHoe 00cae10BaAHHe

Kaaccnueckas popma I'IY, cBszanHoii ¢ myranusavmu reia CBS

—  @enomunuueckue 0COOEHHOCMU: MsASKUe ClecKd 6bloWUecs CE8emio-pychie B0JOCHI,
HEJICHbBLI PYMSIHEeY HA WeKax, 201y00u yeem padyicHoll 000104KY,

—  Mapgano-nooobuwiii henomun (8vicokuti pocm, acmeHuyeckKoe menoCioHceHue, ONUHHbLE
MOHKUE KOHEYHOCMU, APAXHOOAKMULUSL KUCMeEl U CION).

— Banveycnas ycmanosxa konennvix cycmagos

—  Kugockonuos

— Boponkoobpasnas unu kunesuouas oegpopmayuu epyoHou Kiemxu

— Iloosvieux xpycmanuxa

—  Kamapaxma

— Ilape3svl, napanuuu

— Hapywenus noxooku (amaxcus, wiamkocms)
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T'omouucTUHYpHS, 00yCJI0BIeHHAs Ae(PUIIUTOM MeTHIeHTeTparuapodoiaTpeayKTasbl
(MTHFR)
Ilpu panneit manugphecmayuu

—  Muxpoyeganus

—  Hapywenus scxapmausanus

—  bneonocmu KOMCHBIX NOKPOBOS

— IInoxas npubaska 6 eece

— Hapywenue co3nanus

—  Annos

- JHugpysznas mviuweunas cunomomust

—  3adepocka MOMOPHO20 U NCUXOPEUE8020 PA3BUMUSL

—  Cyoopoeu

—  Hucmaem

Ilpu no3oueii manugecmayuu

— Hapywenue nosedenus

—  Koenumusnuiii degpuyum

— Ilcuxuampuueckue napyweHnus

—  Amaxcus

— Cnacmuueckuil napanapes/mempanapes

—  JKcpanupamuoHvle HapyuleHus.

— Quazosas cumMnmomamura, Kaxk nOCie0Cmausi UHCy1bma

— Ilpoepeccupyrowas crabocms KoHeuHocmeti (Ho2u> pyKu)

— ITlapecme3uu, onemeHue u NOKAIbIBAHUE 8 PYKAX U HO2AX
2.3 JlabopaTopHble TUATHOCTHYECKHE UCCJIeJOBAHUS
° PexoMeHI0BaHO TIAIIUCHTaM C TMOJO03PEHHEM HAa TOMOIMCTHHYPHUIO KOJUYECTBEHHOE
ompenencane MetnonnHa (KOMIUIEKCHOE oOmpeaesieHre KOHIGHTPAIllMd Ha aMHUHOKHCIOTHI M
AI[MJIKAPHUTUHBI B KPOBH METOJIOM TaHJEMHOW MAacC-CIIEKTPOMETPHH), OOIIEro W CBOOOTHOTIO
TOMOITUCTerHA B KpoBH W Moue (MccnenoBanue ypoBHS TOMOIMCTEWHA B KpoBH, VcciienoBaHue
AMHHOKHCIIOT U MeTaboiauToB B Moue/ KoMIUTekCHOE ompeaesieHiue COACpKaHUsA OPTaHMYECKHX
kucinoT B Moue/Komruiekc wucciaenoBaHuid i JAMArHOCTHKH OPTaHWYECKHX AallMIypHid) JUis
JTIMarHOCTUKY KJIaCCHUECKoi romouucTuaypuu u nedunura MTHFR [4,5,9,45,46].

YpoBenb yoeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH /I0KA3aTeJbCTB — 5
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KommenTapuu: o0na xnaccuuecxkou I'IlY xapakxmepHvl nosviuieHue YpoGHsS MeMUOHUHA 8
CbIOPOMKeE KPOSBU U 2OMOYUCTNEUHA 8 CbIBOPOMKE KPOBU U MOYe, CHUNCEHUE YUCMUHA 8 CblBOPOMKeE
kposu u moue (I[punosicenue A3.5). Baogicno, umo Konyewmpayus 20MOYUCmMeuHa 6 Kposu
(Uccreoosanue yposHs comoyucmeura 8 Kposu) OO0IICHA Obimb onpeodeseHda y NayueHmd, He
noayuaowe2o #nupuookcun™> (6 mom yucne 6 cocmase NOIUBUMAMUHOB) MUHUMYM 6 medeHue
08yx Hedenb. Mmeromes 0anuble 0 HeoOX00UMOCMU Y HEKOMOPbIX NAYUeHmos boee OaumenbHo20
nepuooa uckirodenus nupuookcuna**: 1-2 mecaya.

Jna MTHFR xapakxmepeH 8biCOKUL YPOBEHb 20MOYUCNEUHA, CHUNCEHHbIU UIU HOPMATbHBIU
VpOBeHb MEeMmUOHUHA, HOPMANbHLIUL YPOBeHb MEMUIMANIOH060U Kuciomel. Yposenv tHCY obwiuno
cocmasnsiem™> 50, no 6 Oonvuuncmee cayuaes> 100 mrmonvl 1 y HereueHvlx nayuenmos c
paccmpoiicmsamu pememunuposanusi [47-50].

Obviuno  tHcy uzmepsrom  Xpomamoepaguyeckumu — Memooamu Ui — UMMYHOAHATUIAMU.
Xpomamoepagpuueckue memoosvt Oonee cneyupuyHvl, YeM UMMYHOAHAIU3LL, U  OObIYHO
couemaromces ¢ obHapydiceHuem maroemuol macc-cnekmpomempuu (MC / MC), umo noszsonsem
00HOBPEMEHHO Onpeodesams Opy2ue coeOuHeHUs, npedcmasianuue uHmepec 011 OUASHOCMUKU U
HabmoOdenus 3a smumu  3abonesanusimu, nanpumep Met, yucmeun[51] wiu, 603modUCHO,
yucmamuonun[52,53].

s 3a6opa kposu na tHcy nooxoosm pasiuunvie npooupku (3TA, eenapunusuposas,
yumpammuas, npobupku o0aa eeneoco cenapamopa). OOnaxo obpasyvl Kpoeu credyem
yenmpughyeuposame 6 meuenue 1 uaca um XpaHumv 8 XOIOOHOM COCMOSHUU 00
yenmpugyeuposarnus (<6 uacos). [locne yoanrenus xiemox kposu tHcy ocmaemcs cmabunbhviv 6
meuenue Heckonbkux Heoev npu +4 ° C u 6 meuenue neckovbkux iem nocie zamopadxcusanus[51].
C60000HbIlI  20MOYUCTMIUH 6 NJA3Me UIU MOYe, USMEPEHHbI C NOMOWbI0 MPAOUYUOHHOU
UOHOOOMEHHOU Xpomamocpaguu, MOodHcem 0Cmaeamsvcsi HeONPeoensemMblM 0axce Npu HAIUYUU
3HauumenvHo nosvlienno2o tHey 6 nnasme [54,55]. Taxowce ne cnedyem uzmepsimo c60000mHbllL

comoyucmeur emecmao 06114620 comoyucmeunra.

o PexomeH10BaHO BceM MallMeHTaM ¢ BBICOKUM ypoBHeM tHcy B kpoBu u Moue (10og03peHue
Ha TOMOIIMCTUHYPHIO) OIpe/ieieHue YpOBHS BHTaMuHa Bip (LmaHokoOadaMHMH) B KpPOBH JUIs
muddepeHIManbHOM TUarHoCTHKY [5,73].

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 5

L4 PeKOMeHIIOBaHO BCEM manuMeHTaM C KIMHHUYECKUMHU H OHOXUMHYECKUMHU IMpU3HaAKaM

kinaccudeckoit 'Y mposenenne ananusa rena CBS mis moarBepkaeHust quarsosa [56].
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YpoBeHs yoenutenbHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — O
KommenTapuu: Iloomeepocoarowas ouacHoCmuka modicem Oblmb GbINOJIHEHA KAK C NOMOUbIO
NPAMO20 AB8MOMAMUYECKO20 CEeKBEHUPOBAHUS, MAK U C NOMOWbIO MACCOB020 NAPAILIENbHO20
cexgeenuposanuss (NGS).  Onpedenenue mymayuii 6 cene CBS saocno onss noomeepoicoenus
ouaznosa, IPGekmueHoco MeouKo-2eHeMmu4ecKko20 KOHCYIbMUPOBAHUSA U  NPOSHO3UPOBAHUS
msadxjcecmuy meyeHus O0ne3HU.

. PexomMeHI0BaHO BceM MalMeHTaM C KIMHUYECKUMU M OMOXUMHUYECKHUMH IPU3HAKAMU
nedunura MTHFR mposenenue ananusa rena MTHFR mis nmoarBepskaeHus quartosa [9].
YpoBeHs yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — O
KommenTapuu:  [enemuueckoe  mecmuposanue  Ha  Oedpuyum  MTFHR  crnedyem
UHMEPNPemuposams ¢ OCHOPONCHOCHBIO, NOCKONbKY 8 SMOM 2eHe CYuecmeyem MHOMCECH B0
sapuanmos, komopwie He cesazanvl ¢ I'I]Y. Tax naubonee uzyueHuvili mepmoradOUIbHLIL 6aPUAHM
c.677C> T 6 MTHFR, ne omeemcmeeHeH 3a cepbe3nble HAPYUWEHUS. PEMEMUIUPOBAHUSL, U MOJIbKO
8 KOMOUHAYUU C MANCENbIMU NAMOLEHHbIMU 8APUAHMAMU MOJCEM NPUBOOUMb K JlecKoU ¢hopme
rgy.

. Pexomenayercsi BceM MalueHTaM, y KOTOPBIX HE MOATBEPXKICH IUAarHo3 KJIacCUYECKOU
'Y wmm nedpunmra MTHFR B ciyuyae BeIssBIEHHS BBICOKOTO ypoBHs tHCY B kpoBH mccienoBartb
YpOBEHb METHJIMAJIOHOBOH KHCJIOTHI B MoOue, aliIKapHUTUHOB B KpoBH (KommiekcHoe
ofpeielIeHne KOHLEHTpPAlMM Ha aMUHOKHCIIOTHl U allMJIKAPHUTHHBI B KPOBU METOJIOM TaHAEMHOU
Mmacc-criektpomeTpun), (MccnenoBanne aMUHOKUCIOT M MeTabOIMTOB B Moue), OmnpeneneHue
ypoBHS BUTaMHMHAa By (umaHokoOamaMHMH) B KpPOBH Iepell HauyajlOM Tepanmuu C LEJbIo
i bepeHIMaNnbHOI TUarHOCTUKY ¢ IpyruMHu Gopmamu runepromoructTuHeMun [9] .

e YpoBeHb yOenuTebHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH /10KA3aTeIbCTB — 5

° PexomeHnaoBaHo manueHTaM C TOIATBepkIAeHHOW kiaccuyeckoi [IY u nmedunmrom
MTHFR uccnenoBanue ypoBHSI (OJIMEBOIl KUCIOTHI B ChIBOPOTKE KpoBH, OmpezneneHue ypoBHS
ButamuHa B12 (1manoko0OanaMuH) B KPOBH C IEBI0 OLICHKU HAIUYHs JAePUIIUTA U ONpeaeTIeHUs
MOKa3aHUi K Ha3HAYCHMIO TaHHBIX BUTaMUHOB [5,9,57].

YpoBeHb yoenuTeJbHOCTH pekoMeHauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5

o Pexomennyercs mnamuentam c¢ kiaccuueckod LY m nepuumra MTHFR mpoenenue
O6miero (KIMHMYECKOTO) aHalM3a KPOBH PAa3BEPHYTOr0, aHaIM3a KPOBH OMOXHMHUYECKOTO

obmerepaneBTUYECKOT0 (OIleHKa (QyHKIMU Touek: lccnemoBaHue ypoBHSI MOYEBHHBI B KPOBH,
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HccnenoBanre ypoBHS KpeaTWHHWHA B KPOBH; OIleHKa (YHKIUU TiedueHu: MccrmemoBaHue ypoBHs
anpOymuHa B KpoBH), McciemoBanue ypoBHS (peppHTHHA B KPOBU ISl OLIEHKH HYTPUTHBHOTO
craryca [5,9] .

YpoBenb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5
KomMmeHTapum: oaunuix no deuyumy pasiudnvlx MUKPOHYmMpuenmos npu kiaccuveckou I'L]Y
Hem, 0OHAKO CUUMAemcs, 4mo OHU MO2Ym Oblmb AHANO02UYHbL NAYUeHMam ¢ enurkemonypueti. I1o
pe3yibmamam npoeoouUmcs KOppekyus Ouemal.

o PexomengoBano ompezneneHue  nporpom6Ouna  (OmpeneneHue  NPOTPOMOMHOBOIO
(TpoMOOIIIaCTUHOBOIO) BpEeMEHHM B KpoBH MWiIKM B Iuiazme/ OrmpenencHue MeEXIyHAPOIHOTO
HOopManu3oBaHHOro oTHomieHus (MHO))/AKTHBHPOBAHHOTO YaCTUYHOTO TPOMOOTIACTHHOBOTO
BpPEMCHH, HCCIIeI0oBaHne ypoBHs pubpuHOoreHa B kpou, Onpenerienne KoHeHTpanuu J1-numepa B
KPOBH [IPH UHCYJIbTE JIJIsl MOHUTOPUHTa CKDHHUHTOBBIX TIOKa3aTesel remocrasa [58,59].

YpoBeHns yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH 10KAa3aTeIbCTB — 5

2.4 NHCTpYMeHTAJIbHbIE TUATHOCTHYECKHE MCCAET0BAHUA

PexomenaoBaHo BceM DalMeHTaM C KIMHUYECKUMU M JlabopaTopHbiMU mnpu3Hakamu [11Y
IPOBE/IEHUE PEHTIeHOrpaguu MOpakeHHOM YacTH KOCTHOI'O CKeJieTa JJIsi BBISBJICHUS CKEJETHBIX

anomanuii [4,13].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH A0KA3aTeNbCTB — 4

KommenTapum: wuaubonee uacmo uccredyromcs mpybuamvle KOCMU, KOJEHHble CYCmasbl,
no3eonounux (Penmeenoepaghus eepxmeii koneunocmu, Penmeenocpagus nudicHell KoHeuHocmu,
Penmeenoepagpust  konennoco cycmasea, Pemmeenocpagus wetinoco omoena no360HOYHUKA,
Peumeenoecpagus wetino-oopcanvrnoco omoena nozeonounuxa, Penmeenoepagus epyonoco omoena
no3eonounuxa,  Pewmeenocpagusa  epyonoco  u  noscmuunoco  omoend  NO360HOYHUKA,
Penmeenoepagpusa  nosicnuunoco omoena nossonounuxa, Penmeenoepagusa noscnuunozo u
Kpecmyogoeo  omoena  NO360HOYHUKA,  Penmeenoepagus  nozeéomounuxa,  cneyuanvhvie
uccneoosanusi u npoekyuu, Penmeenocpagusa nozeonounuxa c @QYHKYUOHANbHBLIMU NPOOAMU,

Penmeenozpagpus noseonounuka, eepmuxanbHas)

. PexomMeHI0BaHO TIPOBEACHUE PEHTIEHOAECHCUTOMETPUM IMALMEHTAM C KIMHUYECKUMH U
OMOXMMHYECKUMU Tpu3HakaMmu kinaccudeckoit 'Y HaumHas ¢ moapocTKOBOTO Bo3pacTa (paHee —
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M0 TOKa3aHUsIM, MPHU HAIMYUM YacThIX IMEPEIOMOB KOCTEH), B CpPeIHEM OJHMH pa3 B 3-5 JeT c
MOJIPOCTKOBOTO BO3pacTa (OOBIYHO HE Yallle OJHOrO pa3a B 2 roja) ¢ IEJNbI0 CBOEBPEMEHHOMN
JUAarHOCTUKU CHUKEHUS MHUHEPAIBHON IIJIOTHOCTM KOCTEW M NPOBEACHUS KOPPEKLUHMH TEpaIuu

[5,22,60,61].

YpoBenb yoeaurebHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB —4

. PexomMeHI0BaHO BCceM MalMeHTaM C KIMHUYECKUMH M OMOXMMHUYECKHUMH IPU3HAKAMU
Kiaccuyeckod romouuctuHypun 1 MTHFR npu Hanuuuum HEBpPOJIOTMYECKOW CHUMIITOMATHKU
npoBoguTh MPT rojgoBHoro mosra B cocyauctoMm pexume (MarHUTHO-pe30HaHCHas ToMorpadus
TOJIOBHOT'O Mo3ra c KOHTPACTUPOBAHUEM, MarnuTHO-pe30HaHCHAas anruorpadus
WHTpaKapHUalIbHbIX cocynoB) w/unmu KT-anruorpadus roioBHOro mosra HW/WIM COCYAOB IIeU
(KommbroTepHass ToMorpadust TroJOBHOrO Mo3ra, KommbioTepHas Tomorpadus Iied C
BHYTPUBEHHBIM OOJIFOCHBIM KOHTPAaCTHPOBAHUEM, KOMITBIOTEPHO-TOMOTpaduyeckas aHruorpadus
OJHOW aHATOMHUYECKOH 00JacTH) JUIs JUArHOCTUKHA COCYAMCTBIX aHOMAalud, TpPOMOO30B,
uHCyabToB[5,59,62-66] .

YpoBeHns yoeauTeabHOCTH pekoMenaanuii — C, ypoBeHb JOCTOBEPHOCTH A0Ka3aTeNbCTB — 4
KomMmeHnTapuii: 6 npoyecce Ounamuuecko2o HAOMOOEHUsT UCCIEO08AHUE NPOBOOUMCS NO
NOKA3AHUAM (NpU NOABNEHUU HEBPOJIO2ULECKUX CUMNIMOMOS).

Ilpu Heobxooumocmu 0151 nPoBedeHUst UCCIe008AHUSL NPUMEHAEMCS HAPKO3.

PexoMeH10BaHO BceM TalMEHTaM C KIMHUYECKUMH U OMOXMMHYECKHMH HpPHU3HAKAMHU
kiaccnueckod ['IY ¢ wmenpro omnpeaeseHust CEepACHYHO-COCYIUCTBIX HApPYIIEHWM IIPOBENCHHE
anekTpokapauorpaduu (OKI') (Peructpanms snektpokapanorpammsl) u sxokapauorpaduu (X0
KI') [21].YpoBennb ybGemuresqbHOCTH pekoMeHaamuii — C, ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJabcTB — 4

KomMmmenTapuu: ucciedosanus Heob6xo0umo npogooums npu OUacHOCmuKe u, npu HeoOX00UMOCmU,
8 npoyecce OUHAMUYECKO20 HAONIOOeHUs, 8 M.4., NPU pA3GUMUU UHCYIbINOE U UHDAPKMOS.

Yacmoma onpedensemcs uHOUBUOVATLHO.

° PexoMeH10BaHO BCeM MaIeHTaM € KIMHUYECKUMHU U OMOXUMHUYECKUMU Tipu3Hakamu ['1Y
npoBefeHHEe OQPTATbMOCKONNHN, W3MEPEHUS BHYTPUIJIA3HOTO JaBJICHHs, OCMOTp Bpada-
odTampMoyiora IS AMATHOCTUKHM DJKTOINWHU, CyONroKcanuu (WIM JIOKCAIlMM) XpyCTaluka TMpu
kiaccuueckoit 'Y u apyrux napymenuii ¢pyHkiuu 3penus npu aeduiurom MTHFR [9,67,68].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii — C, ypoBeHb T0CTOBEPHOCTH A0KAa3aTeNbCTB — 4
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KomMmeHnTapuu: g npoyecce ounamuueckozo Habarooenus — munumym I pas 6 200

. PexoMen10BaHO TipoBeneHHE 3JEeKTpodHIedanorpadhuu ManueHTaM ¢ KIMHHUYECKUMH U
OmoxuMHuueckuMu npusHakamu kiaccuueckoi 'Y u ¢ gedunurom MTHFR npu Hammunm wnm
NOJO3PEHNH HA HAJMYUE CYIOPOKHOTO CHHAPOMA C MEJbI0 JMAarHOCTUKA U  KOHTPOJIS
HPOTUBOCYJIOPOKHOM Tepanuu [5,9] .

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTeJbCTB — 5

o PekoMeHI0BaHO BceM MAlMEHTaM C KIMHUYECKUMU U OWOXMMHUYECKUMU MPH3HAKAMHU
kinaccuueckord 'Y m MTHFR npoBeneHue ynbTpa3ByKOBOTO HCCIICIOBAHUS OPIOIIHON MOJOCTH
(KOMIUIEKCHOTO) ISl BBISABJICHHS/MCKIIFOYEHHUS IaTOJIOTHH redenu [69-71] .

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB — 4

. PekoMeHI0BaHO BCceM MalMEHTaM C KIMHWUYECKUMU W OWOXMMHUYECKUMU TPH3HAKAMHU
KJIACCUYECKOH TOMOIMCTUHYPUHM TPOBEICHHE YIBTPAa3BYKOBOIO HCCIICAOBAHUS IOYEK JUIs
BBISIBIICHHS/MCKITIOUEHHS naTosoruu [71,72] .

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5

2.5 UHble AMarHocTH4YecKue NCCJae10BAHNSA

2.5.1 luaznocmuueckuii mecm ¢ #nupuooxkcunom™*

. PexoMeHI0BaHO TPOBEJCHHE TecTa C HMUPUAOKCMHOM™* (BUTamMuH Bg) mammeHTam c
MOJTBEPKICHHBIM JHAarHO30M KJIACCHYECKass TOMOLMCTHHYpPHUS BCJIEICTBHE HEIOCTATOYHOCTH
(depmenTa 1ucTaTHOH-P-cHHTa3bI [5].

YpoBeHb yoenuTebHOCTH pekoMeHanuii — C, ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB — 5

. KommenTapmii: 3aoaua mecma ouggepenyuposams 06a Genomunuueckux eapuaHma
Kaaccuueckou comoyucmunypuu: Be-uyscmeumenvroeo u Bg-pezucmenmnozo[73].

Tecm He nmpogooumcs 6 kamabonuueckom cocmosiHuu. Ileped mauanom mecma Ha @one
00bIuHOU Ouemsl 6e3 ocpanuyenuss Oeika npu omcymcmeuu oepuyuma oauesol KUciomol u
sumamuna By 08ykpamno onpedensirom cooepaicanue 2OMOYUCMUHA, 2OMOYUCTEUHA U MEMUOHUHA
6 kposu, 3amem nayuenmy oaiom 10me/ke/cym #nupudoxcuna™* nepopanrvro (MunumanvHas 003a
100 me/cym, makcumanvuas — 500 me/cym) u uepez 1 Hederro noemopsiom usmepexue
KOHYEeHmpayuy yKa3aHHvlx mMemaboaumos comoyucmeuna. Omeem cuumaemcs noaio#CumenbHbiM,
ecnu Ommeuaemcsi CHUMNCEHUE YPOBHs UCCIe0VeMbIX MApPKepo8 2OMOYUCIEUHA 00 YPOBHs
<S5Ommonv/n. Ecnu omeem ompuyamenvuvili, mMepanuio NPoOOANCAIOM, 6HO8b NPOBOOUMCSL

uccnedosanue YPOBHA comoyucmeuHa 4epes 2 Hec)eﬂu, a npu ompuyanmejbHom omeeme euje pas -
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yepe3z 6 nedenv. Eciu yposenv comoyucmeuna 6 kposu cHudxcaemcs 6onee, yem Ha 20%, Ho npu
amom coxpamnsiemcs >S50Mmonv/1 — HeobdXo00UMo paccmompenms OONOIHUMENbHOE NedeHue (Ouema
u/unu bemaun). Eciu yposeHv comoyucmeuna 6 Kposu chudxicaemcs meree, wem Ha 20%, nayuenm
He omegeuaem Ha nupudokcun** u ¢hopma 3abonesanus cuumaemces Bg-pesucmenmuotl [5)

YV Ho6opodicoennvix Oemetl, OUACHOCMUPOBAHHBIX C NOMOWBIO HEOHAMANbHO20 CKPUHUHd, NpU
nposedenuu mecma ¢ #Enupudoxcunom** pexomeHoyemcs ucnoaib308ams OMHOCUMENLHO 8bICOKVIO
003y npenapama (100 me/cym) 6 meuenue 6onee kopomkozo nepuooa (2 nedenu) [5] oomaxo
uMeromces coooujenus, ymo bonee NPeonoumumenbHuIM A615Aemcs NOCMeneHHoe yeeauyueHue 003bl.
10 me/xe/cym 6 nepsvie 4 ous, 20 me/ke/cym 6 nociedyowue 4 ous, maxcumanroro 40 me/ke/cym ¢ 9
no 12 OHu 6 ceésA3u ¢ mem, YUMo B03MOJICHbL NPOSGIEHUS PAOOOMUOIUZA U PECHUPAMOPHBIX
Hapywenut [74].

Aneopumm  onpedenenus  uy8CMEUMENbHOCMU K  NUPUOOKCUHY**  mpeocmaenen 6

Tpunooscenuu b3.

2.5.2 Koncynomauyuu, gedenue u Had1i00enue cCneyuaiucmos

. Pexomenayercst uisi HaOMIOJEHUS NALMEHTOB C YCTaHOBIEHHBIM jauarHo3oMm [I[Y
OPUMEHATh MYJIbTUIUCUUIUIMHAPHBIM MOAXO0J B BUAY TOrO, YTO 3a00JI€eBaHUE XapaKTepu3yeTcs
HOpa)kK€HUEM MHOTHMX OpraHOB M CHUCTEM, TpeOyeT KOMIUIEKCHOM Tepamnuu, 4YTO JUKTYeT

HEOOXOJUMOCTh COBMECTHOTO BEJEHHUS MallMeHTa CIEUHUaIUCTaMU  pa3HbIX  poduieit

[5,21,63,75,76].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanmii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4
KomMmenTapuii: nokasanvl nepsuunvie u NOSMOpPHblE KOHCYILMAYUU BPAYA-CEHEMUKd, 8pad-
ogpmanvmonoza, epava-negponoea, 6pauA-OUEMoNo2a, BPAUA-CeMAMON02d, 8PAYA-0emMCKO20
OHKON02A-2eMAmo102a, 8pava-Kapouosioza, 6paida-0emcKo20 Kapouoioad, epaia-mpasmamono2d-
opmoneda, epaya-Heghponoea, 6paua-neouampa/spava-mepanesma/spaia oowen  NPaKmuKu
(cemetinoeo epaua), epava-ncuxuampa, MeOUYUHCKO20 NCUXO0N02d, 8paAya-aKyuepa-uHeKonoad, da
makoice epavei Opy2ux CneyuaibHoCmel NayueHmam ¢ 20MOYUCMUHYPUEl, UMEIOWUM HAPYUeHUs
@YHKYULL COOMEEemMCcmayIouux Opeanos u CUCmeM.

Anmponomempuio u usmeperue apmepuairbHoO20 0AGIeHUs HA NepuPdeputecKux apmepusax ciedyem
NPOBOOUMb HA KANCOOM npueme.

Oyenxa negponozuyecko2o cmamyca — He pedice 1 paza 6 200.

Oyenka unmennexmyaivno2o pasgumus (nanpumep, mecmol Q) — munumym 1 paz 6 5 nem na
NPOMAACEHUU NEPUOOa 0emcmad.
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3. JleueHne, BKJIKOYAsA MEIMKAMEHTO3HYI0O H HEMEANKAMEHTO3HYI0 TEPANIUH,

TUETOTEPANNI0, 00€300JIMBAHNE, MEIUIIHHCKHAE MMOKA3ZAHNSA U

IIPOTUBONOKA3AHUA K IIDUMCHCHHNIO MECTOAO0B JICUHCHUA

3.1 KouncepBaTuBHOE JieUeHHE

Cmpamezus nevenus I'L]Y 3a6ucum om npupoovi memaboiuyeckoeo 010K, 6bl36a8UE20
3abonesanue.

IpunyunuanbHoim momenmom 6 Jeuenue kiaccudeckou LY sensemcsa onpeoenenue
yyecmeumenbHocmu K #nupudoxcuny™* (cm. noopazoen 2.5).

Aneopumm nevenus Hogopodicoennvix ¢ I'L]Y npeocmasnen 6 [Ipunoscenuu b4.

3.1.1 Tepanusa #nupuooxcunom**

. PexomennoBana tepanus #nupupokcuHom** (ButamuH Bg) Bcem manmentam c¢ I'ILLY c
YYBCTBUTEIHHOCTHIO K #IMUPUAOKCUHY™** Il HOpMAlIM3allMi METa0OINYEeCKUX MPOLIECCOB B J103€,
obecrnieunBaroliei 1eneBoi yposeHs tHey mnasmbl <50 MKMOJb/1 moxu3HeHHO. OOBIYHO AETSIM U
B3pOCJIBIM Mpenapar Ha3HavaeTcst B go3e A0 10 mMr/kr/cyT., cnexyet n3berarts 103 Boiie S00 mMr/cyT
[5]. Hdo3bl BapbUPYIOT B 3aBUCHMOCTH OT YYBCTBUTEIBHOCTU K #IUPUAOKCHHY**: cTapTOBas j103a
cocraBisieT, B cpeanem, 100 mr/cytr ¢ manpheimmM yBenudenueMm a0 500-1000 mr/cyt. [o3bl,
Boimie, yemM 1000 mr/cytr He cienyer NpPUMEHSATh BCIEIACTBHE YrpO3bl Pa3BUTHUS CEHCOPHOM
Heiiponatuu. [90].

YpoBeHb yoenuTebHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapuii: 011 nayuenmos ¢ Bg-uyscmeumenbHuvlmu popmamu 20MOYUCMUHYPUU 003d
npenapama pasHa momy MUHUMALbHOMY Koaudecmsy #Hnupuookcuna**, xomopoe npouzgooum
MAKCUManbHvle OuoXuMuyeckutl 3¢gexkm, m.e. cnocoocmeyem 3HAYUMENbHOMY CHUNCEHUIO
KOHYEeHmpayuui 20MOYUCmeuHa 6 Kpoeu, umo Ois OoavuunHcmea cocmasisem nopsaoka 200
me/cymru, y nayuenmog c¢ p.P49L p.1278T — 10-40 me. Ilayuenmam c yacmuunvim omeemom Ha
#nupuooxkcun™* npuém #nupuooxcuna®* pexomenoosan 6 Oonee 8blCOKUX 003AX, KpoMe MO2o,
HazHauaemcs OOnoanumenvHas mepanus (bemaun u/unu ouema). Cnedyem umemv 8 8udy, 4mo
npuem HNOBbIUEHHbLIX 003 Hnupuookcuna™* moocem umemsv noboOYHOe Oelicmseue 6 6uoe
nepugepuyeckol Hevponamuu, pabooOMuoIU3d UIU AanHO3, NodIMomy Hnupuookcun** credyem

NPpUMEHANTb NMOJTbKO noo KOHmpoJiem epavda.
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Baoicro, umo mnadenyst u demu OOUKOILHO20 803PACMA He QO0NNCHbL OUMENbHO NOIYyHams Oojee
300 me #nupudoxcuna™** ¢ cymku 6o usbedcanue nobouHvIX 3Phexkmos, Hanpumep, ObIXamenabHblX
paccmpoicms, Komopbule ucHe3aom nocie npekpaujerus npuema #nupuooxcuna™™*.

C 0cob01l 0cmMopoICHOCMbIO UCNOIB308AMb Y HOBOPOICOCHHBIX 003bl #nupudokcuna™* evie 200
me/cym u paccuumuléams 003y HA 6ec meid, eciu 9mo 603moxcro[14].

#llupuooxcun™* maxoce modxcem Ovlmb HA3HAYEH nayueHmam ¢ B6-pesucmenmmuotl ¢opmoii,
00v1uno 6 0o3zax 100-200 me 6 Oenwv (ecmov danuvie 0 nayuenmax, noayuarowux 500-1000 me 6 Oenv)
[4].

3.1.2 luemomepanus

° PexoMeHgoBaHa HU3KOOEIKOBas JHMETa C MCKIIOYCHHEM METHOHHHA BCEM IAI[MEHTaM C
KJIACCHYECKOH TOMOIMCTHHYpHEH, cBa3aHHOW ¢ nedextom CBS ¢ nHemomneiM oTBeTOM Ha
H#nupugoKCUH**, a TakyKe OONBIIMHCTBY MAllMEHTOB, HE OTBEUYAIOIUX HA MPHEM #IUPUTOKCUHA** C
IENbI0  HOpMalM3allMk  METa0OJMYECKHMX  mporeccoB. Jluera  JOJDKHA — IPOAOKATHCS
noxu3HeHuo[5,73,77].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb T0CTOBEPHOCTH 10KA3aTeJIbCTB — 5
KommenTapwmii: /luema moocem ucnonv3osamvcs aubo Kaxk eOUHCMEEHHOe JiedeHue, Iubo Kax
odononnumenvHas mepanusi eémecme ¢ #Hnupuooxcunom™* u/unu 6bemaunom (Buonocuuecku
akmueHas 000asKa).

Jluemuueckoe neuenue 3aKIOYAEMC 6 CHUJMCEHUU NOMPeONeHUs MeMUOHUHA 34 Cyem
ocpanuyenuss nompebienus OerKa HamypaibHblX npooyKkmos. s moeo, umoodwvl npedomepamums
0eK0BO-IHEP2eMUUECKYI0 HEeOOCMAMOYHOCMb, HASHAYAIOMCS CReYUAIU3UPOBAHHbIE NPOOYKMbL
NUMAHUsL HA OCHOBE CUHMEMUYEeCKUX AMUHOKUCIOmM 0e3 MemuoHuHd, HO 0002aujeHHble
AMUHOKUCIOMOU  YUCMEUH, KOMOopas OAs NAYUeHmos ¢ 2OMOYUCMUHYPUEU 6 YCI08USX
Heoocmamounocmu (pepmenma ChS cmanosumes nezamenumotl.

Konuuecmso nuweeoco memuoHuna paccuumsléaemcs OUemonr02omM u obecneyusaemcst 3a
cuem HamypaibHblX PACMUMENbHLIX NPOOYKMO8 U CHEYUATbHBIX HUZKOOEIKOBbIX NPOOVKMOS,
KOHMPOIUPYemcsi nymem onpeoeielisi KOHYeHmpayuu 20MOYUCMeEUHA U MeMUOHUHA 6 nia3me.

Ilpu  HasHauwenuu  Ouemomepanuu  nNAyuewHmMam ¢  2OMOYUCMUHYpUel  clledyem
OPUEHMUPOBAMbC  HA  NOO0epIcane HOPMANbHLIX YPOGHell MemUOHUHA U YUCmeuHad U
obecneyeHuu MUHUMAIbHO2O VPOBHL 20MOYUCMeEUHd 6 niasme Kposu. Y nayuenmos, He
omeeyarowux Ha #nupuookcun™** | xopowue pezyromamol Mo2ym Ovlms 00CMUSHYMbL, eClU YPOBHU

[fHcy 6 naazme noooeporcusaromes nudxce 11 mxmonwv/n. Imo coomeememayem konyenmpayuu tHey
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oxono 100-120 mxmonv/n. Coomeemcmeayrowue peghepencHvle YPOBHU COOEPHCAHUS YKAZAHHBIX
amunokuciom npugeodensl 8 Ilpunosxcenuu A3.6.

Hcmounuxom memuoHuna 6 Oueme nayuenmosg - oemeti [-20 200a JHCU3HU ABNANOMCH
JHCEHCKOe MOJIOKO U/Unu aoanmuposannas monounas cmecw. C 6 mecayes ¢ 0OnoIneHue K Smomy -
NPOOYKMbL NPUKOPMA HA (PPYKMOBOL, 080WHOU U 31aK0BOU (De3MONI0UHON) OCHO8e, ) NAYUEHMO8
cmapue 200a — npoOyKmuvl 00bIYHO20 PAYUOHA (080U, (PPYKMDL, 8 0CPAHUYEHHBIX KOJIUYECMBAX
31aKo8bie). Ucmounukxom 0ONOIHUMENbHBIX KOIUYEeCmE YUCMeuHd 8 payuone nayueHmos A6iaemcs
CReyuanu3upoBanublli. NpOOYKmM HA OCHOGe cMecu Kpucmaiiuveckux L-amunokuciom, He
cooeparcawuti MEMUOHUHA. Imom dice NPOOYKM A6AAemcs OONOTHUMENbHBIM UCOYHUKOM 00ue2o
0enKo6020 azoma u He3aMeHUMbIX AMUHOKUCIOM. [lepuyum snepeemudeckoll YeHHOCmU payuoHa
Modicem NOKPbIBAMbCs y NAYUeHmo8 cmapuie 2004 3a CYém UCNONb308AHUSL CNeYUATUSUPOBAHHBIX
HU3KOOENIKOBbIX NPOOYKMO8 HA OCHO8E KPAXMAA, HCUPOB U 00DABNIEHHO20 caxapa.

Ilpu pacuéme cocmasa payuona nayuenmos ciedyem YYumvléams OPUEHIMUPOBOUHDbLE
nompeoHocmu 8 Yucmeune U MemuoOHUHe y NAYUEHMO8 20MOYUCMUHYPUEU PA3HbIX 603PACHO8
(ITpunoocenus A3.7, A3.8). Cneyuanusupsanmvie npooOyKmvl HA OCHO8e AMUHOKUCIOM 0e3
MemuoHuna, 3apeucmpupogannvie 6 Poccuiickoti ®Dedepayuu U ux XuMUYECKUti Cocmas

npeocmasnenul 8 Ilpunoscenuu A3.7.

. He pexomenpyercs rmpu nepuuure MTHFR nHasnHaueHue nueroTepanuu BCIIEICTBUE
orcytcTBus ee adpdextuBHocTH [9].

YpoBeHb yoenuTeJbHOCTH pekoMeHAanuii —C, ypoBeHb 10CTOBEPHOCTH J0KA3aTeJbCTB —5

3.1.3 Hnoe koncepsamugHoe i1euenue

. PexomengoBaHo nanuentam ¢ kiaccuyeckou 'Y nmpu HEBO3MOKHOCTH 1OCTUYD LIETEBOTO
YPOBHSI TOMOIIMCTEMHA BCJIEACTBHE OTCYTCTBHUS/HEIOCTATOUHOCTH OTBETa Ha HOUPUIOKCHH™**
Ha3HAYCHHE JICUYEHUs MpenapaTamu OeTanHa (OMOJOTUYECKH aKTUBHAs J00aBKa) KaK JOMOJTHEHUE K
TUETOTepanuu, 4To oOecreurBaeT aabTePHATHUBHBIM MyTh PEMETHJIMPOBAHHS M CIIOCOOCTBYET
npeoOpa3oBaHr0 M30BITKA TOMOLMCTEMHA B METHOHWH, YTO MOXET IIOMOYh MPEIOTBPATUTh
pa3BUTHE OCIOXHEHUH, 0coOeHHo Tpomb03[4,5,73,78,88].

YpoBenb yoenurebHOCTH pekoMeHaanuii — C, ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5
Kommenrtapuii: hemaurn (N, N, N-mpumemunenuyutn) oopazyemcs 8 opearuzme u3 XoIuHa U 8
HebONbUWUX KOIUuYecmeax npucymcmeyem 6 obviuHoM payuone. bemaun maxoice Mmodcem
oelicmeosams KAk XUMUYEeCKUU WanepoH U UCnpasisims 4acmuyHylo Henpasuivhslii ponroune benxka

CBS. bBemaun chuscaem KOHYeHmpayuro  nid3meHHozo zcomoyucmeuHa 3a cdenm e2co
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npeobpazosanus. 6 MeMmuOHUH, HO NOGbIUUAEm KOHYEHMpayuo memuonura 8 niazme. bemaun,
(buonoeuuecku akmuenas 0006a8Ka) Kax Npasuio, HASHAYAm 0emsam 6 HauaibHol 0o3e 50 me/ke 2
p/cym, u yeenuuusarom ua 50/me/ke 6 nedemro. Ilosviuenue 003vl 0o yposHs 6onee 150-200
me/xe/cym 06blyHO Heyenecoobpasno. YV demetl cmapuie 3 1em u y 63pOCivlX NpuMeHsemcs 003a 32
x 2p/cym. ¥V nayuenmos c Bg-pe3ucmeHmHuvimu opmamu 2o0MOYUCMUHYPUU OMMEYEHO CHUNCEHUE
COOEPACAHUSL 2OMOYUCTNEUHA 6 NAA3Me KPOBU HA (DOHE OONOJIHUMENbHO2O HA3HAYeHUsl DemauHa
(buonoeuuecku axkmuenou 0006asku). OOHUM U3 BO3ZMOINCHBIX NOOOUHLIX S¢hhekmos bGemauna
(buonocuuecku akmugHol 000a6Ku) A61AemMcsl NosAGIeHUe KPblOHO20 3anaxay om mouu u mena. Ipu
CHUDICEHUU 003bl 3aNaX, KAK NPAGULo ucdezaem.

. PexomennoBano mamuentam c aepunurom MTHFR pannee HasHaueHuwe Tepanuu
OeranHOM (OMONIOTMYECKH aKTUBHAs n00aBka) aersm 100-250 mr\kr\cytku u 5-20 rpamMMm B JeHb
JUTSL B3POCTIBIX C HENbIO POMUITAKTUKU HEBPOJIOTHUSCKUX MposiBiicHui [9,88].

YpoBeHns yoeauteabHOCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — 5
KommenTapum: nasnauenue Gemauna 00 NOAGIEHUS HEBPOIOSUHUECKUX CUMNMOMO8 NO360.7em

yiayuuiumo ucxo0 3a601e8anUs U npedomepamumb msoicesible eco nNPosA6IHEeHUSL.

. PexomennoBano mnipu kiaccudeckoi ¢opme ['LlY nHasHauenue #ponwmeBol KHUCIOTHI**
MEPOPaTBLHO B 103€ 5 MT' B CYTKH, C II€JIbIO CHI)KEHUS YPOBHS TOMOIMCTEHHA U MPEAOTBPAILCHUS
Tpomb0308[5,73,89].

YpoBeHnsb yoeauteabHoCTH pekoMeHaanuii — C, ypoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB — O
KommenTapmii: #goauesas xucroma** cnocobna marxoce OnmuMuzuposams npespaujeHue
20MOYUCMEUHA 6 MEeMUOHUH, NOMOo2as MAKuUM 00pa3oM  YMeHbWUmMb  KOHYESHMPAayuio
2oMoYyUCmeuna 8 niasme.

. PexomennoBano npu kinaccuueckoit gopme 'Y ¢ HM3kUM ypoBHeM BHuTaMuHa Bip
(unaHokobanamMuHa) B KpOBH Ha3Hau€HUE NpenaparoB rpynmnsl «Butamun By (imanokobanaMuH u
€ro aHajoru)» - KOHLEHTpauuu BuTamMuHa Biy (UMaHokoOamaMuHa) C ILEIbI0 KOPPEKLIUU
JeGUIUTHOTO COCTOSIHUS ¥ OTNITUMU3AIINH MeTaboin3Ma romorucrenna [5,73].

YpoBeHb yoenuTebHOCTH pekoMeHauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapwuii: npenapamor epynnet «Bumamun Bl2 (yuanokobaramun u e2o auanoeu)y
CHOCOOHBI MAKJCce ONMUMUZUPOBAMb NpespaujeHue 20MOYUCMEUHA 8 MEeMUOHUH, NOMO2dsl MAKUM

06p6130]l/l YMEHRbUIUMb KOHYEHMPAYUro comoyucmeuna 6 niasme.
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PekomMeHI0BaHO pAacCMOTPETh HA3HAYCHHE AHTUTPOMOOTHYECKOW TEpamuu TMalueHTaM C
KJIACCHYECKON FOMOIIUCTUHYPHUEH C HEOCTATOYHBIM KOHTPOJIEM 3a00JIeBaHUS UITH C COCYAUCTBIMU
OCJIOXKHEHUSIMHU B aHAMHE3€ C ICJIbI0 BTOPUYHOM MPOGUIAKTUKY JaHHBIX COCTOsHMI [5,59, 63] .

YpoBeHnb yOenuteqbHOCTH pekoMenaanuidi — C, ypoBeHb J0CTOBEPHOCTH
A0KA3aTeNbCTB — 4
KommenTapuu: ¢ coomeemcmsuu ¢ pexkomenoayuamu no mpomooghunuu. O6biuHO HA3HAUAIOMCA
npenapamul 2pynn. Catuyuiosds KUCIOmMa U ee Npou3eooHble, aHMUAzpecanmsl Kpome 2enapund,
UHUOUMOPBL azpe2ayuu mpomMOOYUMos (UCKII04as 2enaput) 8 KOMOUHAYUSX.
Iayuenmam, y KOmMOpuIX 6 aHAMHE3e OMMEYAlOMCcA BEHO3Hble MPoMOO3bl, Mo2ym Oblmb
paccmompenvl anmazorHucmel eumamura K
PekoMeHZ0BaHO Ha3HA4YeHHE Tepanuyu, HANpPaBICHHOW Ha KOPPEKIUI HapyIIeHHH KOCTHOMN
MUHEPATU3alUN TAIUEHTaM C KJIACCUYECKOW TOMOIMCTUHYPUECH TPH CHIDKEHUH MUHEpPaIbHOU
IUIOTHOCTH KOCTEH ¢ JieueOHoit nenbio [5,22,71,91].
YpoBeHnsb yoeauTeabHOCTH pekoMenaanuii — C, ypoBeHb JOCTOBEPHOCTH 10KAa3aTelbCTB — 4
KomMmenTapuu: 6 coomsemcmeuu ¢ pekomMeHOAuUAMU NO OCMEONopo3y U CHUINCEHUID
MUHEPAIbHOU NIOMHOCMU KOCMel
o PexoMeH10BaHO TIpU TNPUCOCIUHEHUH MHTEPKYPPEHTHBIX HWHGEKIMA ManueHTaMm ¢
KJIACCHYECKOH TOMOIIMCTHHYPHEW MPONOJDKATh HA3HAYCHHYIO I10 OCHOBHOMY 3a00JIEBaHHUIO
JICKaPCTBCHHYIO U JIMETUYCCKYIO TEpaIuio, a TakKe n30erarh JeruaIpaTaiud 1 UMMOOWITH3AINH C
1eJIBIO TPEIOTBPAIIECHHS TPOMOOIMOOTMIECKUX OCTOKHEHHH [5] .
YpoBeHb yoenuTebHOCTH pekoMeHauuii — C, ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapuu: nayuenmam, noayuarowum Ouemomepanuro npu  OAUMETIbHO  MEKYUUX
UHMEPKYPPEHMHUbIX ~ 3a001e8aAHUAX — Modcem  nompebosamvcsi  Oonee  4acmvlil  KOHMPOIb
Memabonudeckux noxazameinetl.
Yawe om o0CnodHCHEeHUl NpU UHMEPKYPPEHMHbIX UHQDEKYUsx cmpaoarom nayueHmsi 0emcKo2o

eo3pacma.

o He PEKOMEHAYETCHA TPUMCHCHHUEC MPUPOAHBIX W IMOJTYCHHTECTUYCCKUX OCTPOTCHOB
(3cTporeHcomepKamUX ~ KOHTPAIENITUBOB) MalMeHTKaM ¢ kiaccuueckoit ['IY ¢ menbro
KOHTPAIICTIIIUHU B CBSI3H C MOBBIIICHUEM PHUCKa TPOMOO30B MPH UX MPUMEHEeHHH [D] .

YpoBeHb yoenuTeJbHOCTH pekoMeHiauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
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Kommenrtapuii: oma pexomenoayusa coxpansemcs ¢ 70-x ee 20 cmonemus, koeda 0auHas epynna
npenapamos cooepaicana boiee 8vblCoKUe KOHYeHmMmpayuu 3cmpo2eros. bezonacnocmo cospemenmvix

J1eKapCcmeeHHblx Cp€dC7’I’l6y nayueHmaoe c Kaaccu4eckotl eomouucmtupueﬁ He U3y4andcs.

3.1.4 Beoenue 6epemennocmu y nayueHmoK ¢ 20MOYUCMuUHypuei

Bo epemsa bepemennocmu, pooos u 0cobeHHO 8 nOCiepoo0s8ol Nnepuod NoBbLIUAENCS
8EPOAMHOCMb PA3BUMUL MPOMDOO308 Y NayueHmok ¢ Kkiaccuveckotul comoyucmunypueii u MTHFR.

Hmeromesa Oanmvie 00 ygenuueHuu KOHYEHMpayuu 20MOYUCmMeuHa 6 Kpoeu HecCMOmps Ha
nPoBOOUMOE NledeHue y NAYUEeHMOK C KIACCUYECKOU 2OMOYUCMURYPUEll 8 NOCIEPOO0BOM NEPUOOE 80
8peMsi UHBOTIIOYUU MAMKU.

Hem  uccnedosanmuii no  onmumMaibHOMy — CPOKY — HA3HAYeHUs U OJAUMEIbHOCHU
AHMUKOARYIAHMHOU MePanuy y NAyueHmox ¢ 2OMOYUCMUHYpUel, 8 C8A3U C YeM NPUMEHIOMCS
00wue noOxX00bl, PeKOMEHOOBAHHbLE OISl NAYUEHMO8 ¢ MPOoMOOpuIuetl.

o PexomennoBana OepeMCHHBIM IMAIMEHTKAM C KJIACCHUYECKON TOMOIMCTHHYpUEH U
nebpunutom MTHFR  aHTuKOarymsiHTHas Tepamusi HauuWHas C TPEThEro TpumecTpa (WiH
paccMOTpeTh Ha3HAYCHUE ¢ Hayaja OEpeMEHHOCTH MAIMEHTKAM C JIOMOJHUTEIBHBIMU (aKTOpaMu
pucka wim TpoMOo3aMH B aHaMHE3€) M IPOI0JKATh KaK MHHUMYM 6 HeJllelb IOCIIe POJOB C LENbIO
JedyeHus u npoduinaktuku Tpom6o308 [4,5,44] .

YpoBeHnsb yoeauTeabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH A0Ka3aTeabCTB — 4
Kommenrapuii: B Hacmosiwee epemsi Hem uccie008anull no ONMUMAIbLHOMY 8PEMEHU CMmapma
AHMUMPOKOALYIAHMHOU MePanuu Uiy cnocody ee npogedeHus, ciedyem npuoepHCU8Amvcs 0OuUx
pexomenoayull no mpomooguuu.

Ipu knaccuueckoii 20MOYUCTUHYPUL 0OLIYHO HAZHAYAIOMCS NPEnapamvl epYnnbl 2enapund
(Huskomonekyiapuvie 2enapuvl) umu eenapun nampus**(5000 Eo x2plon [92]) unu npenapam
SPYNNbL CaTUyUnIO8as KUCIOMA U ee Npou3gooHvle 6 HU3KUX 003ax. B nociepodosom nepuooe
Modcem  HazHauamovcs eappapun®* (6 003e 00 OdocmudiCceHusi NOJHO20 AHMUKOAZYIAHMHO20
agppexma ¢ yenvio neuenus u npogunaxmuxu mpom6osos)[4, 5, 92] .

Ilpu MTHFR makowce nasnauaromes npenapamsl epynnel cenapuHa (HU3KOMOIEKYIAPHblE

2enapuHbl) Ul NPenapam epynnsl CAIUYUL08ds KUCIoma u ee npouzsooHule [44,79].

o PexomenoBano peryssipaoe MccinenoBanue ypoBHs (PUOpPUHOTCHA B KPOBH OEpeMEHHBIM
NalMEHTKaM C KJIACCHYECKOW TOMOIMCTUHYPHEH TPH HEJOCTATOYHOM KOHTPOJIEC 3a00JeBaHHS C
IENIbI0  CBOCBPEMCHHOM KOPPEKIIMU  aHTUKOATY/SIMOHHOW Tepanmud W MPEJAOTBPAIICHUS
TPOMOOTHUYECKUX OCIIOXKHEHUI[D] .
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YpoBeHs yoenuteabHOCTH pekoMeHaanuii — C, ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — O
KommenTapuu: nayuenmrxam ¢ MTHFR maxoice moscem nompeb06amuvcsi OAHHOU UCCIe008aHUE 6

COOMBEMCMBUU C PEKOMEHOAYUAMU NO MPOMOOdunuu

) PexomenaoBano mnanueHtkam ¢ kiaccmyecko 'Y, mnonywarommm — Teparnuio
H#OUPUIOKCUHOM™ * BO BpeMsi OEpEMEHHOCTH MPOJI0JIKATh TaHHOE JICUSCHHUE C LETBbI0 MOICPKAHUS
L[EJIEBOI0 YPOBHSA TOMOLIMCTEMHA B KPOBU U, COOTBETCTBEHHO, MPEAYMPEKICHHUS OCIOKHEHUI
(To3bI IOAOMpPArOTCS MHAMBHUIYATBHO U COCTABISAIOT, B cpeaneM, 100-250 Mr/cyT: Mo HMEIOIUMCS
coobmienusMm - ot 50 mr/cyt mgo 200 mrx3p/mn) [4,5, 92,93, 94, 95].

YpoBenb yoeaureJbHOCTH pekoMeHaauuii — C, ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5

o PexoMeH10BaHO TAalMEHTKaM C KJIACCHYECKONM TOMOIIMCTHHYpUEH, W TMalHUeHTKaM C
nepurutom MTHFR monmyuaronmum OetamH (OMOJOTHYECKH aKTHUBHAs 00aBKa) TPOJOKUTH
JaHHYIO TEpamuio BO BpeMsi OEpPeMEHHOCTH C LEeJNbI0 MOAJEPKAaHUS LEJIeBOr0 YPOBHS
TOMOIIMCTEHHA B KPOBU M, COOTBETCTBEHHO, MPEyNpexacHus ocnoxuenuit [4,5,80] .

YpoBenb yoenureJbHOCTH pekoMeHaauuii — C, ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 4
KommenTapuii: umeromcs oannvie o 6e3onacHocmu npumeHenuss 6emauna 60 6pems.
bepemennocmu

. PexomengoBaHo OepeMeHHBIM TManMeHTKaM ¢ kiaccudeckod ['HY, mnomywarommm
PECTPUKTUBHYIO AHETY, 0oJiee YacToe MPOBEAEHNE KOHTPOJIS MOHUTOPUPYEMBIX Ha (DOHE NaHHOTO
JiedeHus MoKasaresneil B KpoBu (cM. pasnen «JlabopaTopHble TUArHOCTUYECKHE HCCIEIOBAHUN)) C
HEJIBIO MPETYTPEKICHUS HYTPUTUBHON HEJOCTATOYHOCTH M 00ECIICUEHUSI MOJTHOIICHHOTO Pa3BUTHUS
wiona [4,5] .

YpoBeHb yoenuTebHOCTH pekoMeHauuii — C, ypoBeHb JOCTOBEPHOCTH /I0KA3aTeIbCTB — 5

. PexoMeHni0BaHO yBenuueHHE YNOTpeOJEHUS METMOHMHA MAIMEHTKAM C KIACCHYEeCKOH
TOMOLIUCTHUHYpPUEH BO BpeMsi OEpeMEHHOCTH Ha (pOHE TIIATEIBHOTO KOHTPOJS MOHUTOPUPYEMBIX
Npyd TOMOIMCTHHYPUM W IHETOTEpaliy ToKas3arened B KpoBH (cM. pasmen «JlaboparopHbie
JMarHOCTUYECKUE MCCIICIOBAHUS») C TENbI0 00ECTICUeHHsI TTOJIHOIIEHHOTO Pa3BUTHS TUIO/A, TOCTe
POIOB BO30OHOBUTH PECTPUKTHBHYIO AUETY B IMPEXKHEM 00beme [5].

YpoBeHb yoenuTeJbHOCTH pekoMeHauuii — C, ypoBeHb J0CTOBEPHOCTH /I0KA3aTeIbCTB — 5
KommenTapum: nocie podog nompebOieHue Memuonuna ciedyem CHU3UMb 00 YPOBHs, He
npesvluiarueco maxkosou 00 bepemenrocmu. Ilpu smom crnedyem obecneyums nOmpeOHOCMU 8

benke, pexomendyemvie BO3 / ®AO / YOOH (World Health Organization/Food and Agriculture)
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Organization of the United Nations/United Nations University) 6 nepuoo aaxmayuu:
oononnumenvho 20 2 benxa 6 denv, uepez 6 mecsayes - 0onoanumenvHo 12,5 2 6 denv. Hexomopuwie
U3 HUX HeobXOOUMO 6800UMb 6 BUde cMecell, He COOePHCAWUX MEeMUOHUH, N0O KOHMpPOem
OUOXUMUYECKO20 MOHUMOPUH2A, NPOBOOUMO20 NPU 20MOYUCMUKYpuu (cm. pazden «Jlabopamophoie
ouasHocmuyecKue Uccied08aHusy).

. PexomenoBano Bcem OepemenHbiM ¢ kiaccmueckoi 'Y u ngepumurom MTHFR ¢
nedunuroM GoaueBor KUCIOTHI U BUTamMuHa B12 nipuem dosmeBoii kucinoter** (kak Muanumym 400
MKT), TIpy Je(pUIuTe BUTaMUHa B1y - OMONMHUTEIRHOE BBEACHHE Mpenapara rpyIibsl BATaMuH B12
(IMaHOKOOAJITaMUH W €ro aHaJOTH)C IEJbI0 KOPPEKIMH HEJOCTATOYHOCTH JIAHHBIX BHTAMHUHOB
(ommeBoil KHUCIOTHI — JOTMOJIHUTENBHO C LENbIO MPOQUIAKTUKUA Je()EKTOB Pa3BUTHS HEPBHOM
TpyOKH y mioza). [5,80,96].

YpoBeHnsb yoeauTeabHOCTH pekoMenaanuii — C, ypoBeHb J0CTOBEPHOCTH A0Ka3aTeabCTB — 4

KommenTapuu: y psada GepemenHvlx nAyueHmoK ¢ KIACCUYECKOU 20MOYUCMUHYPUEU MOXMCem,

KpoMe Mo20, OOHAPYIHCUBAMbCS Oepuyum Opy2ux eumamunos, a makxice yunka, cerena [5,80] .

3.2 Xupypruyeckoe JJe4yeHue

Heobxooumocms — xupypeuueckoeo neuenuss (IKCMPAaKyus XpyCMaiuka OOHO- — UIU
08YCMOPOHHSIS) Onpedensiemcs 8pa4oM-0@PmMaibMOI02OM.

Ilpu cobnrodenuu coomeemcmeyruux aHecCme3uoI02u4ecKux mep npedoCmopoO’CHOCMU U
COBPEMEHHBIX MUKPOXUPYPSUYECKUX MEeMOO008 DPUCKU, CEA3AHHbIE C XUPYPSUUECKUM JedeHUuem
2NIA3HBIX OCNIONCHEHUL comoyucmunypuu, cHudxcaromces. Credyem paccmompems 603MONCHOCHb
XUpypeuuecko2o JjieyeHusl, 0COOeHHO 6 CAYYAsX NOBMOPHO20 GblEUXA XPYCMAIUKA 8 NePeOHION)
Kamepy unu 21ayKkomuvl u3 3pauxkosoco onoxa. Eciu evlopan KoncepsamusHblil, Hexupypeuueckuil
nOO0X00, 3MUX NAYUeHmos HeoOXO00UMO MuamenbHo HAOMOO0amsb HA NpeomMen NOBMOPHbLIX

9nuU30008 evisuxa xpycmanuxa [19] .

o PexomennoBano 1pu O(TATEMOJIOTHYECKHX OMNMEPalUsAX OTAABaTh IPEINOYTCHUE
UCMOJIb30BAaHUIO MECTHOH aHEeCTe3WH Yy MalMeHTOB 0e3 MEHTAJbHBIX HapyUIeHWH, YUWUThIBas
00COOEHHOCTH aHECTE3HOJIOTMYECKOro Mmocolus, 00YyCIOBIECHHbBIE PUCKOM TPOMOOIMOOIUUECKHIX
OCJIOXHEHUH TIpH 001meM Hapko3se. [larmeHnTaM ¢ MEHTAJIFHBIMH HapYIICHUSMH WIW TIPH JAPYTHX
XUPYPTUYECKUX BMEIIATEIbCTBAX PEKOMEHAYETCs IpOoBeJeHHE oOmeil aHecte3uu (TOTanbHas
BHYTPHUBCHHAs aHECTE3Usl, MHTAJISIIMOHHBIN HapKo3 (Hanpumep, ceBodurypan**)[4,5,59,81, 97] .

YpoBenb yoeaureJbHOCTH pekoMeHaanuii — C, ypoBeHb I0CTOBEPHOCTH 10KA3aTEJbCTB — 5
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KommenTapuu: [Ipumenenue pecuoHaivbHbIX Memo0o8 anecmesuu (3MuUOYyparbHol, CHUHATbHOLL)

conpoeoofcaaemc;z noevlieruem pucka mp0M603M60ﬂuquKux OCJZO.?fCHeHulZ, 06yC.7106JZ€HHblx

cumnamudeckum OJ10KOM, nepughepuieckum cocyOuUCmulM Cmazom Ha YPOGHE MUKPOYUPKYIAYUUU.

Ueﬂ}lMM AHeCmMe3U0I02UYeCcK020 NOCOOUSI O0NINHCHBL ObIMb.

¢ HOO0epHCAHUE BLICOKO2O CEPOEUHO20 8blOPOCA U A0EKBAMHO20 8PEMEHU YUPKYIAYUU
Kposi,

o npedomepaujerue mpomoosmooIul,

¢ CHUDICEHUe — nepughepuyeckoco  coCyoOucmoz20  CONPOMUGIEHUS U YIyYlUeHUe

nepugpepuyeckoii nep@ysuu;
o npedomepaujeHue 0ecuopamayuil U 2UNo2aIuKemMuu,

©) 6blcmpoe 60CCMAHOB/IEHUE nayuenma u paHHis 6EPMUKAIUIAYUAL.

B npeoonepayuonnom nepuooe neobxooumo nposooumy.

1.
2.

Aodexsammnoe neuenue u ouemomepanuto 0Jist NOOOEPHCAHUSL HUZKO20 YPOBHS MEMUOHUHA,
Ilpu naanuposanuu Xupypeuueckux emMeuamenrbCcme o00583amenibHoe USMEPEeHUe YPOGHS
VPOBHSI 20MOYUCMUHA/2OMOYUCMEUHA 8 CbLBOPOMKE KPOGU. DMu 3HAUeHUsl OOIHCHbL OblNb
<45-50 mxmonv/n, mMak Kak Npu NOBLIUEHHbIX VKA3AHHLIX HNOKA3AMENAX HAPKO3 U
onepamusHvle MeuamenbCcmed nPOMuEONOKaA3aAHbl.

Ilayuenm Oondicen HAxoOUumMvbcs nOO HAOIOEHUEM B8pPpaAyd-2emMamosio2a/spaia-0emcKko2o
OHKOI02A-2eMAmoLo2d.

Monumopune cKpuHuH208bIX NOKA3aAMeNel 2eMocmasa.; npompomounosoe, mpomouHosoe,
AKMUBUPOBAHHOE YACUYHOE MPOMOONIACMUHOB0E apeMsl, puopunozen, /{-oumep, pubpun
— MOHOMED.

Aoexeamnyro npeoonepayuoHHyro cuopamayuro (npumeHeHue UH@y3UOHHOU mepanuu 8
oowvéme 1,5 uzuonoeuuecrkou nompeonocmu: 1:1 pacmeop dexcmposvr™* 5% u pacmeop
Hampus — xaopuoda**  0,9%) ¢  Mmonumopuposanuem  801eMUYECKOU  HASPY3KU
oowenpuHAmMbIMU ~ Memooamu 80  uzbedxcanue eunepeuopamayuu. Ilpogunakmuxy
2UNEPKOACYIAYUU HASHAYEHUEM NPeOnoymumenbHo npoeooUms Npenapamamu pynnol
eenapuna (HU3KOMoaeKyasapHole 2enaputvl). OOHaKo 6 Hacmosujee pemsi OKOHUAMENbHbIX
peKomeHOayuil no NPUMeHeHUr0 OAHHbIX JIeKAPCMBEHHbIX Npenapamos y NAYueHmos c
eomoyucmunypueti neped onepayuei Hem. Heobxooumocmv 6 ux npumeneHuu ciedyem
onpedensms unousudyarvo. Taxoce ¢ yenvto npoghurakmuxu mpombo308 ciredyem

HAazHavamb HOUeHUe KOMNPEeCCUOHHbIX Y)J10K.
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B unmpaonepayuonrom nepuooe yenecooopazno npogooums ciedyrouue Meponpusmus.

1. Tloooepoicanue cepoeunoti pyHKyuu ¢ 8bICOKUM CEPOESUHBIM 8bIOPOCOM

2. Ilpumenenue  snacmuunbix  OUHMOB  UMU  YYIOK  OAs  NPeOynpertcOeHus
nepughepuyeckoeo 3acmos Kposu

3. Ipumenenue pacmeopos Oexcmposvl 5% nononam ¢ pacmeopom Hampus
xnopuoa™* 0,9% 0o mex nop, noxa nayueHm cmodicem NPUHUMAMb HCUOKOCHb NEPOPATLHO C
Yenvro Npedynpexcoerus 2uno2iukemuu (o0 KoHmpoJiem, 80 usdedxicanue sunepeuopamayuil)

4. Cnedyem uzbecamv npumeneHuss OuHumpozeHa oxcud**, max kax npu e2o
UCNONb308AHUU  BO3MONCHO NOBbIULEHUE VDOBHA 2OMOYUCEUHA 6 Kposu 3d cuem
UHSUOUPOBAHUSL (hepMeHMa MEMUOHUH-CUHMA3bL.

5. Ilpomusonokazano npumenenue OnNUOUOOE (HAPKOMUHECKUX NpPenapamos) u

anecmemuKkoes, 8bl3bl8AIOWUX YCHEMEHUE ObIXaHUs

B nocneonepayuonnom nepuooe credyem npogooumuw:

1. Monumopuposanue cocmosnus nayuenma 6 meyeHue 48-72u na npedmem GO3MONCHOZO

pazeumusi mpomoOoIMOOIUYECKUX OCLONCHEHUTL,

2. Bosmoowcno nooxooicnoe 6sedenue npenapama cpynnvl 2enapuHd (HU3KOMOAEKYJAPHO2O0

2enapuna) 00 mozo epemMerU, Koeoa NAYUeHm CMOACem 6CMasams,

3. Monumopuposatue ypoGHs e10K03bl 8 KPOBU C Yelbio NPEOYNPEHCOCHUS SUNOSTIUKEMULL,

4. Panmuioio 6epmuKkanuzayuio, npu 603MONCHOCMU,

5. Pewenue o HeobXoO0umocmu npoooJIdHCeHUs. NPUMEHEHUsL AHMUMPOMOOMUYECKUX CPeOCm8

(anmuroazynsnmoe u anmuazpecanmog) ciedyem NPUHUMAMb COBMECMHO C XUPYP2OM U

AHECMe3UON02OM-PEeAHUMAMONOZOM HA OCHOBAHUU OYEHKU PUCKA PA3BUMUST KPOBOMEYECHUS.
Boszmooichbie 0C10dCHE s NPU XUPYPSULECKUX 6MeUameibCmeax:

o Cnonmannas mpomoO0IMOOIUA: KIUHUYECKUe NPOSAGIeHUs 6 3A8UCUMOCMU OMm
nopasicennoeo opzana. Cepbe3HbiIMU OCIOHCHEHUAMU MO2ym Oblmb: ampous 3pumenbHoco
Hepea, cemunapes, apmepudibHas 2UNepmensus 6CledCmeue UHGApKma NouKu, NapyuaibHble
nurenmuieckue npunaoky u mpomo0oIMOONUs 1e20UHOU apmepul.

o T'unoenuxemus — Modircem pazeumvcsi 8Cie0Cmsue HapyuleHUus CeKpeyuu UHCYIuHA y
NAYUEHMO8 C BbICOKUM YPOBHEM MEMUOHUHA 8 CblBOPOMKe KpOBU. [laHHOe OCNI0CHeHUe MOdcem
ObIMb NPedomepaueHo OONOTHUMENbHbIM B8e0eHUeM 2NI0KO03bl 8 Nepuood, Ko20d NayueHm He
noxyuaem nuuyy.

Basicno ommemumsb, umo 6 Hacmoauee 6pemsa  OMCYMCHGYIOM  OQuyuanibHble

pekomeuoauuu, OCHOB6A4HHbIE HA paudomus*upoeauublx uccnedoeauuﬂx, no npoeedenum oﬁmeﬁ
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anecmesuu y nauyuenmoe c¢ 2omouucmunypueu. IIpeocmaenennvie eviuie pexkomenoayuu
OCHO6AHbI HA MENHCOYHAPOOHOM Onblime OMOEeaAbHbIX IKCHEPMOE NO AHECMEe3UONOUU —

peanumamosiocuu ¢ oonacmu ophannvlx do01e3neil.

4. MequuuHCcKass peadWIUTalUsI W  CAHATOPHO-KYPOPTHOE  JiedeHHue,
MeIMIMHCKUE TOKA3aHUSI M MNPOTHBONOKA3AHWS K TPHMEHEHHUI0 METO/I0B
MEIUIUHCKOI peadWIuTAlMU, B TOM YMCJI€ OCHOBAHHBIX HA HCIOJb30BAHUHU

MPUPOIHBIX JIeUeOHBIX (PAKTOPOB

Peabunumayuonnvie meponpusmusi Hanpaeienvl HA KOPPEKYUIO HAPYWEHUL 3PEeHUs,
KOCMHBIX 0ehopmayutl, Kapouo8acKyISAPHbIX HAPYUIEHUIl, O8USAMENbHO20 U HEPEHO-NCUXUYECKO20
pazeumus. Yuumuléas nNOIUMOPEHHOCMb KIUHUYECKUX NPOSGIEHUN U OCLOJICHEHUU 3a00/e6anus,
npoguib u 06vem peabuIUMayUOHHbIX MEPONPUSMULL OONIHCEH 3A8UCEmb Om (YOopMbl U CmeneHu
HApyWeHuss — (YHKYUOHUPOBAHUSL U O2PAHUYEHUL  JCUSHEOeSIMEeNbHOCMU U 300P06bs
chopmynuposannvix 6 coomeemcmeuu ¢ MewrcOyHapoOHol Kiaccugpurkayuy QYHKYUOHUposaHus.,
02PAHUYEHUTL HCUBHEDESIMEIbHOCMU U 300P06bsl Oemell u noopocmkos [82,83] .
. PexoMeHI0OBaHO MalMEeHTaM C TOMOIMCTHHYPUEH IOCie MEPEeHECCHHOTr0 HWHCYIbTA
IPOBOUTh PEAOMITUTAIIMOHHBIE MEPONPHUSATHS COTJIACHO COOTBETCTBYIOIIMM PYKOBOJACTBAM II0
o0mmum npuHimnam [84] .

YpoBeHb yOeaurTeabHocTH pexoMeHaauuii — C, ypoBeHb /10CTOBEPHOCTH
A0KA3aTEJbCTB — 5

KommenTapumn: npumensiomcsi Memoouku ¢ Yenvio  YeeludeHuss NoCmypaibHOU
CMAOUILHOCIU U CUMMEMPUYHOCTIU OBUNCEHUL, HANPABIIEHHbIe HA MUHUMU3AYUio Oegopmayuil
Cycmasos, cooelcmeue KOMMYHUKAYUU, KOZHUMUBHOU U COYUATbHOU a0anmayuu
. PexoMeHnoBaHa KOHCYJbTAllMsl W, TPU HEOOXOTUMOCTH, 3aHATHS C MEIUIUHCKUAM
MICHXOJIOTOM TaIlMeHTaM ¢ kiaccudeckod 'Y W uX poauTesnsiM/3aKOHHBIM TPEICTABUTENSM C
[E/IbI0  OKa3aHHsl MMOMOIINM B MPUHATHH JUAarHo3a, MOJICP)KKH IMPHUBEPKEHHOCTH K TEparuy,
OKa3aHHsl MOMOIIH MTPU TICUXOJIOTHYECKHUX MPpo0IeMax, XapaKTepHbIX Jiist 3a0osieBanus [85].

YpoBenb yoenutenbHocTH pexoMengamuii — C, ypoBeHb 10CTOBEPHOCTH

J0Ka3aTeJabcTB — 4
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5. IIpodpunakTuka U AMCNAHCEPHOE HAOII0IeHNEe, MeIUIIUHCKHAE MIOKA3AHUS U

IMPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METO/10B HpO(l)I/IJIaKTI/IKI/I
5.1 llpopuaakTuka

Ipogunaxmuueckue mepvl GKIOUAIOM MEOUKO-2EHEMUUECKOe KOHCYIbMUPOSarue U nposeoeHue

NPEHamanbHOU OUACHOCIMUKU 8 UHDOPMAMUBHBIX CeMbAX (eCU U38eCmeH 2eHOMuUn npoobanoa).

e PexoMeH/10BaHa KOHCYJIbTAIMS Bpaya-TeHETHKA CEMbSIM C OTATOIIEHHBIM aHamMHe3oM 1o ['I[Y ¢
LENbI0 Pa3bsICHEHUH TEHETHYECKOTO pHCKA, OOCYXKJECHHS BO3MOXKHOCTEH IpEHATANIbHOW H
[IPEUMILTAHTAIIMOHHOM quarHoctuku [4,86,87].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB —5).

KomMeHTapum: yuumsisas aymocomHo-peyeccusuviti mun Haciedosanus ecex ¢gopm I'L]Y, ons

Kaxicool GepeMeHHOCMU PUCK POdNCOeHUsl peDeHKa ¢ OaHHbiM 3abonesanuem cocmasisiem 25%.

Ilpenamanvnas OuacHOCMUKA NPOBOOUMCS MOAEKYJIAPHO-2eHEMUUECKUMU Memooamuy, nymem

uccneoosanusi [JHK, evioenennotl uz buonmama 60pcuH XOpUOHA u/uiu Kiemox AMHUOMUYECKOU

arcuoKocmu u/unu niooHou Kposu. Heobxooumo obcnedosanue pooumenei nayueHma ¢ yenvio

BbIABIICHUS 2eMePO3USOMHO20 HOCUMENbCMBA ¢ NOCACOVIOWUM UCNONIb308AHUEM Pe3YIbmMamos

06cnedosanus npu NPoGeOeHUU NPEeHAMAaIbHOU OUACHOCMUKY. YUumvleds 603MOMCHOCTNU Mepanuu

3abonesanusi ciredyem o006Cyoumsv ¢ cembvell 6ce PUCKU NpU NPOGeOeHUU NPeHaAmailbHOL

OUALHOCTUKU, PA3LACHUMDb d(hpexm om panne2o navara mepanuu [5,9].

o PexomennoBano mamuentam ¢ ['1IY, kak omHOro W3 BapHaHTOB HapylIeHUss OoOMeHa

AMUHOKUCJIOT, MPOBEJICHNE BAKIIMHAIIMA BCEMH BAKIMHAMH COTJIACHO HAIIHOHATBHOMY KaJICHapPIO

POQUIAKTHICCKUX MMPUBUBOK C IEJIBIO TPEOTBPAIICHUS BAKIIMHOYIPABIIIEMbIX HH(PEKIUN U MX

ocnoxxHenuit [98].

YposeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB —5)

KommenTapum: dannvix o mamuwuu y nayuenmos c¢ II]Y neobwviunvix peaxyuil Ha 8aKYUHAYUIO

Hem.

5.2 JAucnancepHoe Had/IK0IeHUE
Ipu xnaccuueckoui I'L]Y uacmoma uccrnedosanui 3a8ucum om msasxicecmu medenus 0601e3Hu
(Hanpumep, Hanuuue/omcymcmsue 3¢gekma om mepanuu nUpuOoKcuHom**),  nposodumoti
mepanuu, NPUBEPHCEHHOCMU NAYUEHMA K HAZHAYEHUSM 8payd, 803PACMA U HATUYUSL OCTONHCHEHUU 8

anammuese (Hanpumep, mpomoosovl).

® PexoMeHa0BaHO B Mponecce KOMIUJICKCHOT'O JICUCHUSA TMAlIUCHTOB C FL[Y OCYHICCTBIIATDH

KOHTPOJIb TOKa3aTene oO0Iero (KIMHUYECKOro) aHallM3a KpOBH pa3BepHYTOro, obuiero Oenka,
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HccnenoBanne ypoBHS albOyMHHA B KPOBH, MPEATbOYMHH, TIIOKO3bI, CHIBOPOTOYHOTO JKeJe3a,
aHaJIU3 KpOBU OMOXMMHUYECKOro olleTepaneBTuiyeckoro (oueHka GyHkuu novek: MccnenoBanue
YpOBHSI MOYEBUHBI B KpoBH, VccriemoBaHue ypoBHsSI KpeaTMHHMHA B KPOBM; OIEHKa (PyHKUIUU
neueHu: VccnenoBanre ypoBHS allbOyMHHA B KpoBH), VccienoBanue ypoBHsI GeppuUTHHA B KPOBU
JUTSL OTICHKU HYTPUTHUBHOTO CTaTyca, (YHKIUHU MEYCHH W TOYEK, KOJUYECTBEHHOTO OMpPEICICHHUS
YpOBHSI aMUHOKHUCIOT B KpoBH (KomruiekcHoe ompeseneHne KOHLEHTPAlMM Ha aMHUHOKHUCIIOTHI U
AIWIKAPHUTUHBI B KPOBU METOJIOM TaHJIEMHOM Macc-CHEKTPOMETPHH), YPOBHS TOMOILIMCTEHHA B
KPOBH JIJIs OLICHKH HYTPUTHBHOT'O cTaTyca, (QYHKIUH MeYeHHU | rmouek [5,9]

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KoMMmeHnTapuu: obwuil (kiunuueckutl) anaius Kposu pa3eepHymolii KORMpoaupyemcs He pedjce 1
paza 6 200. Konmponuposams n1abopamopHbvle nokasamenu (2OMOYUCMeUuH, MemUOHUH, 8 nidame
Kposu) pekomeHoyemcsi He pedice 1 pasa 8 200, codepocanue sumamuna B12 u ¢poruesou xuciomol
8 niasme Kposu Onpeoeisilom No NOKA3AHUAM. B3pocnvim nayuenmam ¢ NOIHbIM OMBEmMoM HA
#nupuooxkcun™* ypoeenv comoyucmeuna 8 Kpogu MOHUMOPUPYIOM O00bIYHO Kadicovle 6 Mecsayes,
demsm HaA Ouemomepanuu ¢ pe3ucmeHmuou Gopmou (bez omeema Ha NUPUOOKCUH**) -
uccnedosanus npogoosamces yawe. Y nayuenmoe c¢ Be-uyscmeumenvroti ¢oopmoui I'L]Y, yenesou
ypogens tHcy naasmor oondicen 6vimo <50 Mkmonv/n. JanHvle 3HaueHus 00bIYHO He O0OCMULAIOMCs
Y NAyueHmo8 ¢ YaACMuyHoU Hy8CMEUmMeNbHOCMbI0 K Hnupudoxcuny™* Umerowuecs nyoruxayuu
ceUdemenbCcmeyiom 0 mom, 4mo y nayuenmos ¢ Bg-pezucmenmuoti ¢hopmou I'L]Y npuemnemoi
MOdCHO cuumamb Konyenmpayuto tHcy oxono 120 mxmonv/n, npu smom ciedyem Cmpemumscs
nooodepoicusams  yposeuv  tHcy <100 mrkmonv/n, 0O0HAKO OaHHASL PeKOMeHOayus — euje
OUCKYMUpYemcsi.

Yposuu memuonuna, amunoxuciom @ kpogu 8 pezyivmame JiedeHusi O0JIHCHbL ObIMb NPUOIUINCEHBL K
peghepercHbiM  803pacmubiM  3HaveHusm). Hedocmamounoe nompebnenue Oenxa — aensemcs
NPUYUHOL 3a0epiicKu husuieckozo pazeumus u akpooepmamuma. Ilo pezynomamam nposooumcs
Koppekyus ouemul. Ilankpeamum sensemcs peoxum ocnoxcuenuem LY, nosmomy Onpeoenenue
AKMUBHOCMU NAHKPEAMU4eCKOU aMUIA3bl 8 KPOBU HYICHO NPOBOOUMb NO NOKA3AHUSM.

o PexoMeHa0BaHO oOTpeeieHHE YpPOBHSA OONIETO KalblUsl, WOHU3UPOBAHHOTO KaJIBITUS
Heopranmdeckoro ¢ocdopa B KpoBH, OOIIET0 MarHusi B CBIBOPOTKE KPOBH, aKTUBHOCTH IICIIOYHOMN
docdarazer, HccnemoBanme ypoBHs 25-OH Butamuna D B kpoBu, HccrnemoBanuwe ypoBHS
MapaTupPeoruTHOTO TOPMOHA B KpoBH manuenTam ¢ LY — ¢ 1enbro oneHkn MeTabonn3ma Kalblus U
KOHTpPOJIs ocTeonenuu [5,9].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
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KomMmeHTapum: ucciedosanus nposoosmcs exnce200Ho

° PexomennoBano OmnpenencHue ypoBHS BuTamuHa Bl2 (mmaHokoOasiaMMH) B KpOBH,
Uccnenoanue ypoBHS (onueBoi KuciIoThl, MccnenoBanue ypoBHS (epputuHa B KpPOBHU
narrentam ¢ I'LY ¢ 1enbio oleHKn HyTPUTHBHOTO CTaTyca — exeroaHo [5,9].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

° PexomennoBano mnamuentam c¢ I['1lY wuccnenoBanue ypoBHS KpeaTMHMHA B KpOBH,
HccnenoBanue ypoBHS MOYEBHMHBI B KpoBH, lccienoBaHue ypoOBHS MOYEBOW KHCIOTHI B KPOBH,
UccnenoBanne ypoBHs 1uctatmHa C B kpoBu, VccrienoBanwe ypoBHS KajibIMisl B MoOYeE,
Hccnenoanue yposHs (ocdopa B moue, Onpenencaue 6enka B Mode, OmnpenencHue arb0yMrHa B
Moue, OnpezeneHue Koin4yecTBa Oesika B CyTOYHOM MOY€ C IIeJIbI0 OI[CHKU MOYEYHON (PYHKIHMU —
He pexe 1 pa3a B roi, HauuMHas ¢ 6-JETHEr0 BO3pacTa WM paHee — MPHU HapyUIeHHH (PyHKUIUU
nouek. VccrnenoBanue (yHKIMHM HEPPOHOB MO KIMPEHCY KpearnHUHa (mpoba PeGepra) — mpu
OTKJIOHEHHUSX OT HOPMBI BBIIICYKa3aHHBIX MapameTpoB[5,9] .

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB — 5)
KomMmeHnTapuu: xuupenc KpeamuHuna (ckopocmsv —K1yO0oukoeou ¢unbmpayuu) creoyem
paccuumoisams no gopmyne (pacwemnas no gopmyne Illeapya) — (vcnyea omcymcemeyem 6

Homenxnamype meouyunckux ycuye)

° PexkoMeH10BaHO OCYLIECTBIIATH KOHTPOJIb HYTPUTUBHOIO CTaTyca ¢ KOPPEKIMEeH NUTaHus B
3aBUCHMOCTH OT cocTosiHus naipenTa ¢ I'LIY u ero TonepanTHocTH K Oenky [5,9].

YpoBeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHnTapuu: kommponv @axkmuuecko2o numaunusi (XUMUYECKO20 COCMA8a payuona) Ous
npeodynpedtcOenUst pas3sumusi 0epuUYUmMHsLIX COCMOSHULL NPOBOOsIM ) Oemell Nep8o2o 200d HCUZHU -
He pedice 1 paza 6 7-10 oneil, y nayuenmog cmapuie 1 200a — 1 pas 6 1-3 mecaya.

° PexomengoBano namuentam ¢ ['IlY npoenenue ynpTpaszBykoBoro uccienoBanus (Y3U)
OpraHOB OPIOITHOM MOJOCTH U TIoUeK (YIbTPa3ByKOBOE MCCIEOBAHNE OPTaHOB OPIOITHOM MOJOCTH
(KOMIUIEKCHOE), YIIbTPa3ByKOBOE HCCIIEIOBAaHHUE MTOYEK) MO MMOKA3aHUSAM, B TOM YHUCIIE TPU OOJISAX B
KHBOTE, B CBSI3U C BO3MOXKHOCTBIO Pa3BUTHSI TAHKPEATUTOB U MOpakeHus mouek [5,9].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapuu: kxpamnocmov nposedenus onpeoensemcs UHOUSUOYANbHO

. PexomennoBano mnammentam c¢ ['LY ocMmoTp Bpawa-odranbmosnora mnpu HaJIWIUH
[IOZI03PEHUN Ha NOpakeHUe opraHa. [lanuenTsl ¢ Mog03peHNEM Ha TIIAYKOMY UM YCTaHOBJICHHBIM

JAUAarHo3oM CTaBATCA Ha I[I/ICHchepHLII\/'I Y4€T B IIOJIMKIMHUKE C 4acTOTOU OCMOTpPOB IIOCJIC
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XUPYPTUYECKOTro JIedeHus yepe3 | mMecsil, npu crabuiabHoM TeueHuH — | pa3 B 3—6 mecseB. O4eHb
BaXCH pPETYJSIPHBIM KOHTPOJb 3a BHYTPHUIJIA3HBIM JIaBJICHHEM, pa3MepaMu TJia3a, OCTPOTOI
3penns[5,9] .

YpoBeHnb yoenurensHocTu pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHnTapuu: xpamnocme npogedenus onpedeisiemcs uHOusudyaivho, Ho He pedice 1 pasa 6 200.
. PexomengoBano naGmonenue mnauumenta ¢ ['LIY mocne BbIMUCKHM M3 CTalMoHapa B
aMOyJIaTOPHO-TIONUKIMHUYECKUX  YCIOBHSX  BpayoM-TIeUaTPOM/BpauoM-TepareBTOM/BpayoM
oOmieil mpakTUKd (CeMEeHHBIM BpadyoM), BpauoOM-HEBPOJIOIOM, BpPAavyOM-TUETOJIOTOM, C LEJIbIO
CBOEBPEMCHHOW KOPPEKIMH Tepanuu npu HeooxoaumocTu[5,9] .

YpoBeHnb yoenurensHocTu pekomenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o PexomenaoBaHa KOHCYNbTallMs Bpauya-TeHETHKA UK Bpada auerosora nanuentam ¢ 'Y c

LeJIbI0 HA3HAYEHUS! U KOPPEKLUHU JUETOTEpaIlni, OCYLIECTBICHUSI KOHTPOJIA 3a €€ COONIoAeHUEM

[5,9].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMmmenTapuu: unmepsanvt mesxicoy susumamu 00IHCHbL ONPEOESIMbCs UHOUBUOYATILHO C YHenmoM
gozpacma, maxcecmu  3a001e6aHUs, CMAOUILHOCU O0OMeHa eewjecm8 U  COONOOEHUs.
ouemomepanuu. Ilocie ycmanosnenus ouasno3a O 8cex NAyueHmos HeoOXo0uUMo Npo8oOUMb
MOHUMOpUHE aHmponomempuieckux noxkazameneil (1 pas ¢ mecsay 6 ospacme do 1 2ooa, 1 paz 6 3
mecayes om 1 0o 3nem, 1 paz 6 6 mecayes om 3 0o 7 nem u oanee 1 paz 6 200), ¢ maxoi gxce

yacmomou npoeodumc;l MOHUMOPUHS U KOPpPEKYUA ouemuyecko2o e4eHusl.

° PexoMeHna0BaH MyIbTUAUCIUIUTMHAPHBIN MOIX0] K HAOTIOICHUIO U JICUSHUIO TTAIIMEHTOB C
['TY cnenumanucrtamMu pasHbIX Mpoduieil (BpauoM-TieAMATPOM, BPAuOM-TEPANIEBTOM, CEMEHHBIM
BpauoM, BpauyOM-T€HETHUKOM, BPauOM-HEBPOJIOrOM, BPauoOM-IUETOIOTOM, BpadyOM-TPaBMaTOIOTOM-
OpTONENOM, BpPaYOM-9HIOKPHUHOJIOTOM/BpPadoM-AETCKUM 3HAOKPHUHOJIOTOM, BpPayoM-
KapInOJIOTOM/BPauOM-AETCKUM  KapAUOJIOTOM, BpPadoM-O()TaIbMOJIOTOM, BPavyOM-CYpIIOJIOTOM-
OTOPUHOJAPUHTOJIOTOM,  BpPa4OM-CTOMATOJIIOTOM/BPauOM-I€TCKAM  CTOMATOJOIOM,  BpadoM-
racTPOIHTEPOIIOTOM, BpavuoOM-aJlJIeproJIOrOM-UMMYHOJIOTOM, BpPa4OM-T€MaTOJIOTOM/BpadyoM-
JOCTCKUM reMaToJIoroM, BPAaYOM-TIICUXHATPOM, Bpa'-IOM-pea6I/IJ'H/ITOJ'IOl"OM, MCECOAUIINHCKUM
MICUXOJIOTOM, JIOTOMEeNOM-Ae(EKTOJIOTOM | JIPYTUMH) C TeNbl0 00€CIeueHrusT KOMIUICKCHOM

TEpanuu U CBOCBPEMEHHOM e€ KOppeKIuu npu Heodxoaumoctu [5,9].

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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KOMMeHTapI/II/I: Koncyﬂbmauuu cneyuantucmos  HAaA3Havaromcs no NOKA3AHUAM. Pooumenu u

83pocible nayuenmsl 00IHCHbL OblMb 00yUeHbl NPABULAM OP2AHUIAYUL MEPanU.

6. Opranu3anusi oka3aHusi MeIUIMHCKOH MOMOIIH

6.1 MeponpusiTUsi IPH BOBHHUKHOBEHHH HEOTJIOKHBIX COCTOSIHHI

Ipununou HeomuoANCHLIX Ccumyayuii. npu 2OMOYUCTMUHYPUU, MPeOYVIouUx SKCMpPeHHOU
MEOUYUHCKOU NOMOWU, O00VCI08TIeHbl 803HUKHOBEHUEM MPOMO03a 6eH ULU apmepull, a makxdice
OCMPBIMU NCUXULECKUMU PACCIPOUCTNEAMU.

Heomnooichas nomowp 6 yciosusx cmayuoHapa mpeoyemcsi 8 CAy4asx pasgumus ocmpoul
mpomOoIMOOIUU, DPUCK PA36UMUs KOMOPOU OYEHb 6bICOK NPU  PATUYHBIX XUPYPSUUECKUX
BMeuamenbcmeax u npu ypogue 2omoyucmeura 6 niasme oonee 50 mxmonv/n. Ilpu pazeumuu
MPOMOOIMOOIUUECKUX OCNONCHEHUU (UHGapKkma uHcyibma u m.n.) MeOUYUHCKAS HOMOWDb

oKasvleaenicsl no coomeemcmeyrouum npomoKoiam.

1. I[OIIOJIHI/ITeJILHaSI I/IH(l)OpMa]_[I/ISI (B TOM YHUCJIE (l)aKTOpl)I, BJINAIOIIHNEC HA UCX0Q

3a200J1eBAHUSA WJIH COCTOSTHMS)

[IporHo3 cocTOosiHUS W ypPOBHS MCUXUYECKOTO DPA3BUTHS MAIMEHTOB 3aBUCUT OT MHOTHX
daktopoB: dopmbl 3a0oneBanus (Bg uyBcTBUTENbHAS Wi Bg pe3aucTeHTHAs) U CBS3aHHOW C HEH
TSHKECTH DH3MMHOTO Je(eKTa; CPOKOB Hayalla M aJeKBATHOCTH CIEIHATU3UPOBAHHOTO JICUCHUS;
b deKkTUBHOCTH  TPOPUIAKTUKKH  TpoMOosMOonuu. IlporHo3 3aboneBaHus OTHOCHUTEIHHO

6Har0HpH}ITHLII>’I IJI JKU3HU ITPpU paHHeﬁ JUAarHoCTUKEC U TIIAaTCIbHOM MeTa00IUYECKOM KOHTPOJIC.

Kpurepuu ouieHKH KayecTBa MeIUIMHCKON MOMOLIH

Ne | Kpurepun kauectBa Ouenka BbINOJHEHUS

1. BBINosHEHO KOTMYECTBEHHOE ONPEIETICHHE METUOHUHA Jla/Het
(KommekcHoe onpesiesieHue KOHIIEHTpaIiy Ha
AMUHOKHCIIOTHI U allUJIKAPHUTHHBI B KPOBH METO/IOM
TaHJIEMHOM MacC-CIIEKTPOMETPHUH), MPU MEPBUYHOM
JTMAarHOCTHUKE U J1ajiee He pexke 1 pasza B rof

2. BrinonHeHo onpesieneHne ypoBHs 00IIero JMa/Het
TOMOLIMCTEHHA B KPOBU MALMEHTaM C KJIACCUYECKOU
roMorctunypueit u ¢ nepuuurom MTHFR npu
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MEePBUYHON AMArHOCTUKE U Jajiee He pexke | pa3za B ron

BrimonHeHa MOJIEKYIISIPHO-TEHETHYECKAs TUarHOCTHKA
MalMEeHTaM C KJIACCHYECKOW TOMOLIMCTUHYPHUEH U C
nedunurom MTHFR nipu yctanoBieHun auarnosa

Jla/Het

BrinonHeHo nccneioBaHue YpOBHS KpeaTUHUHA B KPOBH,
HccnenoBanue ypoBHs MOUYEBHUHBI B KPOBH,
Omnpenenenue anbOyMHUHA B MOYE — IIPU IIOCTAHOBKE
JIMarHo3a

da/Het

Brimonneno nanuentam ¢ 'Y uccinegoBanue ypoBHs
KpeaTUHHHA B KPOBH, HCCIICIOBAaHUE YPOBHS MOYCBHUHEI B
KpOBH, UCCJICIOBAHUE YPOBHS MOYEBOM KUCIIOTHI B
kpoBu, UccnenoBanue ypoBHs nucraruia C B KpoBH,
HCCIIEIOBAaHUE YPOBHS KAJIBLIHMS B MOU€, UCCIICIOBAHNE
ypoBHs (hocdopa B MoUe, onpe/ieicHne Oellka B Move,
orpesieliecHUe albOyMHUHA B MOYE, ONIPEICIICHHE
KOJIM4YecTBa OeNKka B CyTOYHON MOYE C LIETBI0 OIICHKU
noueyHor (GyHKIIUU — HEe pexe 1 pas3a B roJ, HAaUWHAs C
6-71eTHEro Bo3pacTa Ui paHee — P HapYIICHUH
(GYHKIIUHN TOYEK

Jla/Het

BelnonHeHa KOHCyJIbTalMsl Bpada-reHETUKA MMAIIMEHTaM C
Kiaccnueckor romouucturypueit u ¢ MTHEFR mipu
IIEPBUYHOM TUAarHOCTHKE

Jla/Het

BrimonHena KoHCynbTanus Bpada-opTaabMoIiora u
o(ranbMockonus (MpH MOCTAaHOBKE JUArHO3a U MpH
M0JIO3PEHUH Ha 3KTOIHIO XpyCTalIMKa) NallMeHTaM ¢
KJIaCCHUYECKOM TOMOLIMCTUHYPHEN ¢ 4aCTOTOH OCMOTPOB
mocjie XUPyprudecKkoro JieueHus uepes 1 mMecs, mpu
cTaOWIbHOM Te€4eHUHU — 1 pa3 B 3—6 mecsies.

Ha/Het

BrInosHeH KOHTPOJIb HYyTPUTUBHOTO CTaTyca C
KOppEeKIHMENH MUTaHus P TOMOLIUCTUHYPHUH Y AE€TEH
IIEpPBOTO roJla )KU3HM - He pexe 1 pa3a B 7-10 nHel, y
nanueHTos crapue 1 roga — 1 pa3 B 1-3 mecsua.

Ja/Het

KOHchII)TaI_[I/IH Bpada-HEBpOJOra npu 04aroBou
HGBPOJ'IOFI/I‘-IGCKOI\/'I CUMIITOMATHUKEC MalfMCHTaM C

KJIACCMYECKON TOMOLIMCTUHYpUEH U C Te(ULIUTOM
MTHFR

Ha/Het

10.

BeinonHena MarHUTHO-pe30HaHCHAsE TOMOTrpadus U/1iu
KT anruorpagus ro1oBHOro Mo3sra (Ipu MoJ03peHUH Ha
UHCYJIBT)

Ma/Het

11.

Brinonnens! anektpokapauorpadus u 3xokapauorpadus
(Tpy OJI03PEHNUHU Ha KapIMOBACKYJISIPHYIO MaTOJIOTHIO)
MalMEeHTaM C KJIACCHYECKOW TOMOLUCTHHYPHEN

Ma/Het

12.

HpOBe}IeH TECT HAa HYyBCTBHUTCIBHOCTD K

Ja/Het
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MUPUIOKCUHY * *

13.

Hasnauen #mupunokcun** (Buramut Bg) (ipu Ha/HeTt
MUPUTIOKCUH-YYBCTBUTEIBHOM (hOpME KITaCCHYECKOM
TOMOILIMCTHHYPHH )

14.

Hasnauena nuerorepanus npu KIacCU4eCKOU JMa/Het
TOMOLIUCTUHYPUHU (TUPUOKCUH HE UYBCTBUTEIIbHAS
¢dbopma) Ipu MOCTaHOBKE AUATHO3a U JlaJIee €€ KOPPEKIUs

15.

Ha3nauena tepanus npenapatom rpymnmsl «Butamus By Ha/Hert
Y €ro aHajoru» u/minu #(HoaueBol KUCIOTOW™ ™ npu ux
nedunmre

10.
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IIpunoxenne Al. CoctaB paboueii rpynnbl o pa3padoTke U nNepecMoTpy

KINHUYCCKHUX peKOMeHHaHHﬁ.

1. bapanoB A.A. — akaa. PAH, npodeccop, 1.M.H.; moueTHbIi npe3uaeHT Coro3a meauaTpoB
Poccun, cosetnuk pykoBoautens HUU nenuatpum un oxpansl 310poBbs aereid LIKb PAH,
IJIaBHBIA BHELITATHBIN CliEUaNuCT neauarp Munsapasa Poccun

2. Bbarpimena T.T. — npodeccop 1.M.H., TJIaBHBIH BHEIITATHBIN JETCKUN CIEIUATKUCT 110
MeTUIIMHCKON peadbmmmtanuu M3 P®, riiaBHBIN BHEIITATHBIN AETCKUH CIEITUATKCT 110
HeBpousioruu /I3 r. Mockssl, qupextop ['bY3 HITL AIT JI3M, 3acnyxeHHslii Bpau PO,
3aBeayronias kadeapoil HeBpoJIOTHH, (PU3HUECKON M peabUITUTAIIMOHHOW MEIUITIHBI

nerckoro Bo3pacta ®DHMO PY IH

3. BbopoBuk T.J. — mpodeccop, 1.M.H., 3aBeayronias J1adopaTopueii MUTAHHS 3JOPOBOTO U
6onpHOTO pedbenka PI'AY «HayuHblit METUIIMHCKUI MCCIIEOBATENBCKUN EHTP 3710POBbS
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LEHTpP 3/10pOBbs AeTeil» Munzapasa Poccuu, wieH Acconuanu MEAUIIMHCKUX T€HETHUKOB
(AM).

5. bbikoBa O.B. — 1.M.H. 3aBeaytomas HUU ornenom 'BY3 HITL JAIT A3M, npodeccop
Kadenpsl HEBPOJIOTUH, PU3NUECKON U peadMIINTAIMOHHON MEIMIIMHBI IETCKOTO BO3pacTa

®HMO PY/IH

6. Bamaxkmangze H.J. — n.m.H., kxadeapa dakynprerckoit nenuatpun I[Id OI'BOY BO
PHUMY umenn H.U. Iluporosa, HUM negmatpun m oxpansl 310poBss aered [IKb PAH
MunoOpHayku

7. Bummnépa E.A., n.M.H., 3amectutens pykooautenst HUU nenuaTpuu u oXpaHbl 310pOBbS
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Munsnpasa Poccnn, winen Coro3a nenuarpos Poccun
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310poBbs AeTei» Munzapasa Poccun, wien Accounanuy MEIUIIMHCKUX TeHETUKOB (AMI)
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3I0pOBBs AeTel» Munsapasa Poccuu, uneH Accormaniy MEIUIUHCKUAX reHeTHKOB (AMI')

12. KypxoBa H.B. — k.M.H., Beaymui HaydHBId COTpyIHUK oTaena Otnen opdaHHBIX
Oone3neld W TNPOMWIAKTUKA WHBATMAMZHPYIOMMX 3a0oieBaHuii, Bpaud-reHetnk HUU
nenuarpur M oxpanbl 370poBbs nerer [IKb PAH, unen Accomuanuu MeIUIIMHCKHX
renetukoB (AMI'), unen Coro3a neauarpos Poccun.

13. 3axapoBa E.FO. — n.m.H., 3aBeayromas 1aboparopueii HacIeACTBEHHBIX 00JIe3HeH oOMeHa
OI'BHY «Menuko-reHeTHYeCKM HaydHbI LeHTp UM. akaaemuka H.II.boukoa», wieH
Poccuiickoro oOmiecTBa MEIUIIMHCKUX T€HETUKOB, YJIEH €BpOIEHCcKOoro oOmiecTBa I10
M3YYEHHUIO HACJIEeICTBEHHBIX Oose3Helt oomena BemecTB (SSIEM).

14. 3BonkoBa H.I'. — x.M.H., cTapmMii Hay4YHBIH COTPYIHUK JIAOOPATOPUH MUTAHUS 310POBOTO
u 60o1bpHOTO pedenka PI'AY «HayuHblit MEAUIIMHCKUM HCCIEI0BATEIbCKUM LIEHTP 3710POBbS
neteit» Munszapasa Poccun, uien Acconuanuy MEAUIIMHCKUX TeHeTUKOB (AMI).

15. Kakayniuna B.C. — Bpauy-HEBpOJIOT OTAENEHUs HACJIEICTBEHHBIX HapyIIeHHH oOMeHa
BemectB ['bY3 Moposzosckas JII'Kb [I3M

16. Kapaceea M.C. — Bpau-ieAuarp, HAy4YHBIA COTPYIHUK OTIENAa CTAHIAPTH3AIUH U
M3y4EeHUS OCHOB JOKa3zarenbHOM MemuiuHbl HUUW nmenuatpum um oXpaHbl 310pOBbs JIETEU
Kb PAH, unen Coro3a nenuarpoB Poccun

17. KonpakoBa O.B. — K.M.H.,, Bpauy-TCHETHK, 3aBEAYIOMIas OTACICHHEM MEIUIIMHCKON
renetnku OI'AY «HMUILl 3mopoBes aereir» MunsapaBa Poccuum, uneH Acconuanuu
MEIUIMHCKUX reHeTUKoB (AMI')

18. Ky3enkoBa JI.M. — mpodeccop, A.M.H., HAYaIbHUK [IEHTPa JIETCKON MCUXOHEBPOJIOTHH,

3aBcAyromasd OTACJICHUCM IICUXOHCBPOJIOTrUN H rncuxocoMarudeckoii marojgorun ®I'AY
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19.

20.

21.

22.

23.

24.

25.

26.

217.

28.

«Hay4HbIi1 MEIULIMHCKUI UCCIEA0BATEIbCKUAN LIEHTP 340POBBA eTei» Mun3apasa Poccun,
4jieH ACCOMAIMY MEIUIIMHCKUX TeHETHKOB (AMI).

Kyues C.U. — un-xopp PAH, npodeccop, n.m.H., aupektop DPI'BHY «Menmxko-
reHEeTUYEeCKU HayudHbld 1HeHTp uM. akagemuka H.I1.boukoa», IlpesmaeHt Accouuanuu
MEJIUIIMHCKUX TeHETUKOB (AMI).

JIsuimHa A.A. — Bpay-r€HETUK OTACNeHUus MeauuuHckod reHetukn DI'AY «HMUILL
3I0pOBbs AeTei» MuH3zapaBa Poccun, wieH Acconranuy MEIUIIMHCKUX TeHETHKOB (AMI
Mmuxaisnosa C.B. — n.m.H., 3aBenyromas otraeneHueM PI'BY  «Poccuiickas Jlerckas
Knunnueckas bonpauiiay M3 PO, unen Poccuiickoro o01mecTBa MEAUIIMHCKAX T€HETUKOB
Ha3zapenko JI. II. — npodeccop, 1.M.H., 3aMECTUTEIb JUPEKTOpA 10 HAYYHOH M JIeYeOHOM
paboTe, pykoBoauTeNlb Jaboparopuu HaciencTBeHHOH mnaronorun HUWM menuuumHckoit
renetuku, Tomckoro HUMI] PAH, unen Acconmannu MEIUIIMHCKUX TeHeTUKOB (AMI).
Hama3zoBa-bapanosa JI.C. — akan. PAH, nmpodeccop, a.M.H., npe3unent Coro3a neanaTpos
Poccun; mact-npesunent EPA/UNEPSA; pykosogutens HUW mnemuatpun U OXpaHsbl
snopoBbsi  gereid LIKb PAH, 3aBenyroomas kadenpoin (akylIbTeTCKOW NeAMATPHH
neauarpudeckoro dakynprera ®I'BOY BO «PHUMY um. H.U. [Muporoay Mwun3zapasa
Poccum, ri1aBHBIN BHEINTATHBIA JCTCKHMA CHEIUAIMCT MO MPOPUIAKTHYCCKON MEIUITNHE
Munzapasa Poccumn

Huxosnaesa E.A. — n1.M.H.,, TIaBHBIH HaydyHBIM COTPYIHHK, PYKOBOJUTENIb OTAENA
KIMHUYECKOW  TeHeTMKHn  HayuHo-uccinenoBarenbCcKoro  KIMHUYECKOrO  MHCTHUTYTA
nequatpun umeHu akajn. O.E. Bemptumesa ®I'AOY BO BIIO PHUMY um. H.U.
[Tuporosa Munsapasa Poccun, unen Accorpanuy MeIUIMHCKUX TeHeTUKOB (AMI).

ITak JI. A. — 1.M.H., Bpad-HEBpoOJIOT, HadanbHUK LlenTpa penkux 6onesneit ®PI'AY «HMUL]
310poBbs AeTei» Munsapasa Poccun

IMoakuernoa T.B. —x.M.H., Bpau-HEBPOJIOT, CTApIIMI HaYYHBIH COTPYIHUK JIaOOpaTOPUU
HepBHBIX Oosieznelt y nereit PI'AY «HMMUL] 3n0poBbs aereit» Munsapasa Poccun
IIymkoB A.A. — k.0.H., B.H.C. 7a00paTopuu MOJEKYISPHON TE€HETHKH M METUIIUHCKOM
reHoMuku PI'AY «HMMUL] 3mopoBbs netein» MunzapaBa Poccum, unmen Poccuiickoro
0011ecTBa METUIIMHCKUX TEHETUKOB

Penuna C.A. — x.M.H., Bpau-reHeTuk ®I'BHY "Menuko-reneTndeckuii HayYHBI EHTP WM.
axkanemuka H.I1.boukoBa ", unen Poccuiickoro o0miecTBa METUIIMHCKUX T€HETUKOB, YJICH

Acconmanuu MeIUIMHCKUX reHeTukoB (AMI).
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29. CaBoctbsinoB K.B. - 1.0.H., HayaJbHUK LEHTpa (QyHIaMEHTAJIbHBIX HCCICAOBAHHHA B
neAuaTpuy, 3aBENyIOIIUNA J1abopaTopueil MOJEKYISIPHOM TEeHETUKH U METUIMHCKOM
renomuku O®I'AY «HMMUL 3mopoBbs npereit» MunsapaBa Poccun, unen Poccuiickoro
oOuiecTBa MEIULMHCKHUX T€HETHUKOB.

30. CeaumssnoBa JI.P. — k.M.H., Beaymmii HayyHslii cotpynuuk HUU nenuatpuu u oxXpaHsl
snopoBbst Aeteil [IKb PAH MunucrepcTtBa Hayku W BhIcIIero oOpa3oBaHus Poccuiickoii
Oenepanuu, I0HEHT Kadeapsl (QaKyIbTETCKON MenuaTpuu MeauaTpudeckoro QaxyibreTra
OI'bOY BO «PHUMY wum. H.U. ITuporoBa» MunznpaBa Poccuu, moueHT kadempsl
neauatpun u nperckoil pesmaronorun ®PI'AOY «llepseiit MI'MY um. .M. CeueHnoBa»
MunznapaBa Poccun (CeueHOBCKHIT YHUBEPCUTET)

31. Cemsiukuna A.H. —1.M.H., r1aBHBIA HayudHBI cOTpyOHHK, HayuHo-HMccenoBaTenbCKOro
KJIMHUYECKOro HHcTUTyTta neauarpun umenu akan. FO.E. Benprumesa I'BOY  BIIO
PHUMY um. H.M. IluporoBa MunznpaBa Poccum, wien Poccuiickoro oouecta
MEIULUHCKUX T€HETUKOB

32. CmupnoBa O.51. — Bpay-reHeTHK, CTapIINi HAyYHBIH COTPYAHUK OTAeNa CTaHIapTU3AINH U
M3y4EeHUSI OCHOB JAoKaszaTenbHOM MemuiuHbel HUW nenwatpuu m oXpaHbl 3I0pOBbS JETEH
Kb PAH

33. CyxanoBa H.B. - PykoBoauTenb aHUpHIMHHOTO II€HTpa, Hay4yHbId coTpyanuk HUN
neauaTpuu U oxpansl 310poBbs aeredl [IKb PAH, Bpau odranbmornor, uieH accoluanuu
netrckux opraneMoinoros Poccuiickoit @enepanuu, wieH Coro3a neguarpos Poccun

34. Tenaes P.®. — n1.M.H. 3aBeqyOMUNA OTAEIECHUEM pEaHWMAIMU W WHTEHCHUBHOW Tepamuu
OI'AY "HanmoHanbHbli MEAUIMHCKUI HCCIEIOBATENIbCKUM LEHTp 340pOBbs jaereit”
MumnznpaBa Poccun, goueHT kadeapsl nmeauatpuud U jAeTckod pemaroniorun OI'AOY
«[Iepssiit MI'MY um. .M. CeuenoBa» Munznpasa Poccuu (CeueHOBCKUI YHUBEPCUTET)

35. ®ucenko A.Il. —a.M.H., npodeccop, 3acmyxkeHHbIi Bpau Poccuiickoit depepauun ,
nupexktop DPI'AY "HanuoHanbHBIM MEIUIIMHCKUN HCCIIENOBATEIBCKUM HEHTP 370POBbSA
neteit" Munzapaa Poccuu 3acnyxxennsiii Bpau PO, nupexkrop OI'AY "HMUIL] 3n0poBbs
neren” .

ABTOPBI TOATBEPKAAIOT OTCYTCTBHE (PUHAHCOBOW MOAIEPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIH
HE00X01MMO 00HAPOI0BATb.
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Ipunoxenue A2. MeTom0/10rusi pa3padoTKu KINHUYECKHX PEKOMEHIANH

IleaeBas ayIUTOPHUA JAHHBIX KJIMHHYECKHX PEKOMEHIAIIMIA :

Bpauu - nenuatpsl

Bpa4u oOIIeH MPaKTUKHU (CeMEiHbIC BpayHn)

Bpa4yu-TEePaIeBThHI

BpayM - FTEHETUKHU

Bpayu — JTUETOJIOTH

BpauU-0PTAIbMOJIOTH

Bpauu-KapAHOJIOTH/AETCKUE KapAuOJIOTH

Bpa4U-3HAOKPUHOIIOTH

BpayM - HEBPOJIOTH

BpaYU-TICUXHATPHI

MEJUIIUHCKUE TICUXOJIOTH

CTYJIeHThl MeAuIIMHCKUX BY30B, opiMHaTOpbl, acCOUpaHTHI;
Onucanue MeTO10B, MCIOJIb30BAHHBIX /151 cO00pa/cesIeKIMHU 10KA3aTeJIbCTB:

JOoKa3aTeNbHON ©0a30i A  PEeKOMEHJAIUil  SIBISIOTCS MYyOJWKAllMM, BOIIEIIINE B

KoxkpanoBckyto 6ubnuoreky, 6a3pl fanuplx EMBASE nu MEDLINE. I'ny6una noucka cocrasisiia

5 ner.

MeToabl, MCTIOJIL30BAHHBIE /IJIsl OLIEHKH KAaYeCTBA U CWJIbI 10KA3aTeIbCTB:
. Koncencyc sxkcnepTos;
. OneHka 3HaYUMOCTH B COOTBETCTBHH C PEUTUHIOBOM CXEMOM.

Tadoauua 1.1lIkxana oneHku ypoBHEW AOCTOBEpHOCTH nMokazaTenbcTB (Y /1) ans meromos

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘-IGCKI/IX BMGHI&TGJ'IBCTB)

YA Pacungposka

1 Cucremaruueckue 0030pbl HMCCIEIOBAaHUNH C KOHTPOJEM pPEePEPeHCHBIM METOAOM HIIN
CUCTEMAaTUYECKUH 0030p paHIOMHU3UPOBAHHBIX KJIMHUYECKUX  MCCIEAOBaHUUH C
IPUMEHEHUEM METa-aHaan3a

2 OTtpenpHble HCCIENOBAaHUS C KOHTPOJIEM pPEPEpEeHCHBIM METOJIOM WIH OTHAEJIbHbIE
pPaHIOMU3UPOBAHHBIE KJIMHUYECKHE HCCIEIOBaHMSA U  CHCTEMaTH4Yeckue 0030pbl
HCCIIEIOBAaHUM JTH000r0 Au3aiiHa, 3a WCKIIOYEHHEM PaHIOMHU3WPOBAHHBIX KIMHHUYECKHX
VICCJIEJOBAHMM, C IPUMEHEHUEM METa-aHaJIN3a

3 HccnenoBanust 0e€3 IOCIENOBAaTEIBHOTO KOHTPOJIS PE(PEPEeHCHBIM METOJOM WU
UCCIIEIOBaHUS € pe(depeHCHBIM METOJIOM, He SBISIOUIMMCS HE3aBUCHUMBIM  OT
HCCJIETyEMOT0 METO0/1a UJIM HEPaH/IOMU3UPOBAHHbIE CPAaBHUTEIbHBIE HCCIIEI0OBAaHUS, B TOM
4KCJIe KOTOPTHBIE HUCCIIEI0BAHUS

4 HecpaBHuUTENBHBIE HCCIIEI0BAaHUS], ONMCAHUE KIMHUYECKOTO CIydast

5 Wmeetcs nunib 000CHOBaHNE MEXaHU3Ma JACUCTBUSI UM MHEHHE HKCIIEPTOB
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Metoabl, HCIIO/Ib30BAHHBIE /ISl AHAJIN3A 10KA3aTeIbCTB:
. O0630pbI ONTyOTMKOBAHHBIX METa-aHAIN30B;
o CucremaTideckue 0030pbI ¢ TAOIUIIAME JTOKA3aTEIbCTB.

Onucanue MeTO10B, HCIIOJIb30BAHHBIX /ISl AHAJIN3A I0KA3aTeIbCTB:

I[Ipu otbope mnyOnukanuii  Kak MOTEHLUUAIbHBIX  HMCTOYHHUKOB  JOKa3aTelIbCTB
UCTIOJIb30BaHHAs B KAXXJIOM HCCJIEIOBAHUM METOJOJIOTUS U3Y4aeTcsl Uil TOTO, YTOObI yOeauThes B
ee BAIUAHOCTU. Pe3ynmbTaT H3y4deHHs BIHMSIET Ha YpPOBEHb JI0KA3aTelbCTB, IPHUCBAMBACMBIN
myOIMKaIUK, YTO, B CBOIO OUYEPE/Ib, BIIUAET HA CUITY BHITEKAIOLIUX U3 HEEe PEKOMEHIAIHi.

Ha mpouecce onieHKH, HECOMHEHHO, MOXKET CKa3bIBaThCsl M CyOBEKTUBHBIN (akTop. s
MUHHMH3ALUU TOTEHIIMATBHBIX OMMHOOK KaXKI0€ MCCIICAOBAaHNE OLIEHUBAIOCH HE3aBUCHMO, T.€. T10
MEHBIIIEH Mepe IByMsl HE3aBHCHUMBIMH WieHamu paboueil rpynmsl. Kakue-nmubo pazmuuus B
OIICHKaX OOCYXJaluCh BCEW TPyMmoi B MOMHOM cocTaBe. [IpM HEBO3ZMOXKHOCTH JOCTHIKEHHS
KOHCEHCYCa MPUBIIEKAJICS HE3aBUCUMBIN IKCIIEPT.

Ta6au1bl 10KA3aTEIbCTB:

TaGnuiel 1OKa3aTeNbCTB 3aMOTHUTUCH WieHAMH paboueii rpymibl.

Metoabl, HCTIOIb30BAHHBIE 1J1s1 GOPMYIUPOBAHUS PEKOMEH/IALIMIA:

Koncencyc axcnepTos.

Ta6auna 2. Illkana oneHKH ypoBHEH JocToBepHOCTH noka3atenbeTB (Y /) mms mMeTomoB
NPOPUIAKTUKH, JICUCHUSI U peadmiuTaruu (MpoQUIakKTHIECKUX, JIEYCOHBIX, PEeaOMINTAIIMOHHBIX

BMEUIATENIbCTB)

YA Pacundgposka

1 | CucremaTtnueckuii 0630p PKU ¢ npumeHeHnemM MeTa-aHanusa

2 Otnenpabie PKM u cuctematmyeckue o0030pbl HCCIAeAOBaHUM J000OTO aM3aiiHa, 3a
uckmouennem PKU, ¢ mpumenennem Meta-aHanmsa

3 HepaH,[[OMI/BI/IpOBaHHLIC CPaBHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICTOBAHUSA

4 | HecpaBHUTENbHBIE HWCCIIEIOBAHMS, OMHCAHUE KIMHUYECKOTO CIIydas WJIM CEPHH CIIy4aes,
WCCIIETOBAHUS «CITY4aii-KOHTPOIIb)

5 | Umeercs nump 0OOCHOBaHME MEXaHHW3Ma JIEHCTBUS BMEIIATENbCTBA (JOKJIMHUYECKUE
WCCIIEIOBaHMsI) MJIM MHEHHE SKCIIEPTOB

Ta6auna 3. [llkana oneHku ypoBHel yoenuTtenbHOCTH pexkomennanuil (YYP) ans meronos
npoUIAKTUKY, JUATHOCTUKH, JIUeHUs U peadumiutauuu (IpopuiIakTHYeCKUX, TUarHOCTUYECKHUX,

J'IC‘{C6HLIX, pea6I/IJII/ITaI_II/IOHHBIX BMCIJ.I&TCJ'IBCTB)

YYP ‘ Pacuugposka
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A CunbHas pekoMeHaanusi (Bce paccMaTpuBaeMble KpuTepuu 3(QeKTHuBHOCTH
(ucxodpl) SBIAIOTCA BaXKHBIMHM, BCE MCCIEIOBAaHHUS MMEIOT BBICOKOE HIIU
YZIOBJIETBOPUTEIBHOE METO/I0JIOTMUECKOE KaueCTBO, X BBIBOJBI 10 MHTEPECYIOIIUM
UCXO0J1aM SIBJISIIOTCSL COINIACOBAaHHBIMU )

B VYcioBHast pekomMeHnanus (He Bce paccMaTpUBaeMble KpUTEPUH SPPEKTHBHOCTH
(MCXOnpl) SBIAIOTCS BAKHBIMH, HE BCE HCCICIOBAHUS HMEIOT BBICOKOE WIH
YIIOBJIETBOPUTEIHHOE METOJOJOTHUECKOEe KAadeCTBO W/WIM HMX BBIBOJIBI IO
MHTEPECYIOIINM HCXO0/1aM He SIBIISTIOTCS COTJIaCOBAHHBIMH)

C Cnabast pekomeHmanusi (OTCYTCTBHE JOKA3aTENbCTB HAJUICKAIIETO KadyecTBa (Bce
paccmaTpuBaeMble KpuTepuu S (HEKTUBHOCTH (MCXO/IbI) SBISIOTCS HEBAKHBIMHU, BCE
UCCJICIOBAaHMSI WUMEIOT HH3KOE METOJIOJIOTMYECKOE KAaueCTBO W WX BBIBOJABI IO
WHTEPECYIOIINM HCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PeKOMeH Al

Mexanusm  OOHOBIIGHHMSI ~ KIMHHYECKMX  PEKOMEHJAIMH  IpeaycMaTphBaeT  HX
CHUCTEMAaTHUYECKYIO0 aKTyalIH3alldi0 — HE PEeKe YeM OAWH pa3 B TPU rojia, a TAKKe MPU MOSIBICHUH
HOBBIX JaHHBIX C TIO3WIIMU JOKAa3aTeIbHOM MEIUIMHBI 110 BOINPOCAM JHUAarHOCTHKH, JICUCHUS,
NpOPUIAKTHKK W peadWIMTallMd  KOHKPETHBIX  3a00JICBaHHMK, HaJIM4YMK OOOCHOBAaHHBIX

JIOTIOJTHEHMI/3aMe"anuii K paHee yrBepka¢HHbIM KP, HO He yame 1 paza B 6 mecsies.
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Ipunoxenue A3. CnipaBouHble MATEPHAJIbI, BKJIKYAasi COOTBETCTBHE

MOKa3aHMii K MPMMEHEHUIO U POTHBOMOKA3aHUIi, ClIOCO00B MPUMEHEHUsI U 103

JEKAPCTBECHHBLIX IPpeMmapaToB, UHCTPYKIUHA IO IPUMECHCHUTIO JICKAPCTBCHHOI'O

npenapara

IIpunoxenue A3.1 OCHOBHbIC HOPMATHBHO-TIPABOBbIE AKThI

1.

10.

®denepanpHblil 3akoH "OO 0OCHOBaX OXpaHbI 3710pOBbs TpakaaH B Poccuiickoit deneparun’
(N 323-®3 o1 21.11.2011).

[TocranoBnenue IlpaButensctBa P® ot 30 wurons 1994 r. N 890 "O rocymapcTBeHHOH
HNOJICP)KKE Pa3BUTHSL MEIMLMHCKOM IMPOMBIIUIEHHOCTH M YJIy4IIEHUM oOecredeHus
HACEJICHUS U YYPEKIEHUH 3APAaBOOXPAHEHUS JIEKAPCTBEHHBIMU CPEICTBAMHM U WU3ICIUAMU
MEIULUHCKOr0 Ha3HaueHHs" (¢ I3MEHEHUSIMU U JOIIOJHEHUSIMH)

[Ipuka3z Munszapascornpazsutus PO ot 22.03.2006 N 185 "O maccoBom o00OcienoBaHUU
HOBOPOXKJICHHBIX JIeTel Ha HacleAcTBeHHble 3aboneBaHus (BMecte ¢ [losnoxeHuem o0
OpraHu3alMi IPOBEACHUS MacCOBOIO OOCIIEZOBaHUS HOBOPOXAEHHBIX JeTed Ha
Haclle/ICTBeHHbIe 3a0oseBaHus, PexoMmeHgauusaMu 1o 3a0opy o00pa3loB KpoBU IIpU
IIPOBEJIEHUM MAacCOBOIO 0OCJIEI0BaHUS HOBOPOXKJIEHHBIX JETeH Ha HaCJEICTBEHHbBIE
3abosieBanus)"

[lopsanok oka3aHMsT MEAMIMHCKOW TOMOIIM OOJBHBIM C BPOXACHHBIMH U (WJIM)
HacnencTBeHHbIMU 3a0oseBanusaMu (Ilpukaz M3 PO ot 15.11.2012 rona N 917#).
[Toctanosnenue I1paButenscTBa Ne403 ot 26.04 2012r "O nopsiake Beaenus: OeaepanbHOTO
perucrpa Jul, cTpajalolliuX YrpoKaIOUUMU U XPOHUYECKH MPOTPECCUPYIOIIUMHU PEIKUMHU
ophaHHBIMH 3a00JI€EBaHUSAMU, MPUBOJAAIIMMHU K COKPALLEHUIO MPOJOKUTEIBHOCTH KU3HU
rpa)/i1aH WIK UX UHBAJIWIHOCTU U €r0 PErMOHAIbHOIO CerMeHTa".

Kpurepun ouenku kauectsa menuunnckoi nomouu (Ipukaz M3 P® or 10 mas 2017 1. Ne
2031 «O0 yTBEp)KIECHUHN KPUTEPUEB OLIEHKH KaYeCTBA MEIULIMHCKON TTOMOILHN )».

[Tpuxa3z MunucrepcTBa 31paBooxpanenust Poccuiickoit @enepanuu ot 15 nexadpst 2014 r.
N 834n "OO yTBepKICHMM YHU(PUIMPOBAHHBIX (OPM MEAUIUHCKONH TOKYMEHTAllUH,
HCIOJIb3YEMBIX B MEIUIMHCKUX OPraHU3alUsAX, OKA3bIBAIOIIUX MEIMIHMHCKYIO MOMOIIbL B
aMOyJaTOPHBIX YCIOBUSX, U MOPSIKOB 110 UX 3aII0JIHEHUIO".

ITpuka3 MunucrepctBa 3apaBooxpanenust Poccuiickoit denepanun ot 20 nexkabps 2012 r.
N 11771 "O6 yTBep:kIeHUH MOpAIKa Ja4d UH(POPMHUPOBAHHOTO JTOOPOBOJIBHOIO COTJIACHS
Ha MEIMLIMHCKOE BMEIIATEILCTBO U OTKa3a OT MEAMIIMHCKOTO BMEIIATENbCTBA B OTHOIIEHNUN
OIpENIeIEHHbIX  BUJOB  MEIMIIMHCKUAX  BMEIIATENbCTB, (opM  HH(POPMHUPOBAHHOTO
JTOOpOBOJBHOIO COTJIACHS HA MEAMIMHCKOE BMENIaTelbcTBO M (opM OTKaza oOT
MEIUIIMHCKOT0 BMENIATEILCTBA" .

IIpuka3z Mununcrepcrsa 3apaBooxpanenus Poccuiickoit @enepaunu ot 14 auBaps 2019 r. N
4n "OO yTBepXKIEHUM TOpsAIKAa Ha3HAYeHMs] JIEKAPCTBEHHBIX IpernaparoB, GopMm
peLenTypHbIX OJIAaHKOB Ha JIEKapCTBEHHbIE IMpernapaThl, MopsaKa oGopMIIEHUS YKa3aHHBIX
0JIaHKOB, X y4yeTa U XpaHeHus"

[Ipuka3z MunucrepcrBa 3apaBooxpanenus Poccuiickont ®@enepanun ot 16 mag 2019 r. N
3021 "OO6 ytBepxaeHuu Ilopsaka mpoxoxaeHHsS HECOBEPIICHHOJETHUMHU JHUCIIaHCEPHOTO
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11.

12.

HAOMIOZCHUS, B TOM YHCIE B MEpPUOA OOYYEeHHS W BOCHHMTAaHUS B 00pa30BaTENIbHBIX
opranu3anusx "

Pacniopsikenue IlpaButensctBa PO ot 31 mekabps 2018 r. Ne 3053-p "OO yrBepkaeHUU
nepeyHell MeIULIMHCKUX U3JEIUN, UMIUIAHTUPYEMBIX B OpraHU3M 4YeJIOBeKa MpU OKa3aHUU
MEIHUIIMHCKOW MOMOIIM B paMKaX MPOTrpaMMbl I'OCYAapCTBEHHBIX TapaHTHIl OecriaTHOrO
OKa3aHusl TpakJaHaM MEIUIMHCKOW TOMOIIM M OTIYCKaeMbIX [0 penenTaMm Ha
MEAUIMHCKUE U3/ETUs TIPU IIPEI0CTaBIEeHUU Ha0opa COLUaIbHBIX YCIyr"

[Ipuka3z MunucrepctBa 3apaBooxpanenusi PO ot 6 urona 2013 r. N 354n "O nopsake
MPOBEJICHUSI MATOJOTOAHATOMHYECKUX BCKPBITHH" (3aperucTpupoBaH MHHHUCTEPCTBOM
rocturu Poccuiickoit @enepanuu 16 nexadps 2013 r., perucrparmonssiii N 30612).

HNudopmanusi o JekapcTBeHHBIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHoBHbIE HOPMATHUBHO-IIPABOBLIC AKThI, PECIYJIUPYIOIIIHE OKA3aHUE

NAJJIHATUBHOH MeINIUHCKON MOMOIIH

1.

Oepnepanbubiii 3ak0H "O BHeceHun wusMmeHeHud B DenepanbHbiii 3akoH "OO ocHOBax
OXpaHbl 3JI0pOBbs TIpaxaaH B Poccuiickoit @enepanuu" 10 BONpOcaM OKa3aHUS
najyiuaTuBHOM MeauiuHckon momouu" ot 06.03.2019 Ne 18-P3.

[Tpuxaz MunsapaBa Poccun Ne 345H, Muntpyaa Poccun ot 31.05.2019 Ne 372 «O6
YTBEP)KJICHUH TIOJIOKEHHsI 00 OpraHu3allii OKa3aHUs NaJUIMaTUBHONW MEIUIUHCKON
MOMOIIM, BKJIIOYas MOPSAIOK B3aMMOJICHCTBHS MEAMIIMHCKHX OpraHU3alluid, OpraHU3allHii
COIIMATILHOTO OOCIY)KUBAaHHUS W OOMICCTBEHHBIX OOBCIMHEHUH, MHBIX HEKOMMEPUYECKUX
OpraHu3aIHii, OCYIIECTBIIAIOMIUX CBOIO JIEATEIBHOCTD B cpepe OXPaHbI 37J0POBbSI».

[Tpuxaz Munzapasa Poccuu Ne 3481 ot 31 mas 2019 roga «O0 yTBEp:KIEHUM NEpPEUHS
MEAMLIMHCKUX W3JEIMM, MpEeIHAa3HAYEHHBIX M NONJEpKAaHUS OpPraHOB U CHUCTEM
OpraHu3Ma 4ejoBeKa, IPEeI0CTABIAEMbIX JUISl UCIIOJIb30BAHUS HA IOMY».

ITpuka3 Munzapasa Poccuu Ne 5051 ot 10 utons 2019 roga «O6 yrepxnenun Ilopsaka
nepefaud OT MEIUIMHCKOM OpraHu3aluy NalueHTy (ero 3aKOHHOMY IPEICTaBUTEINIO)
MEIUIUHCKUX U3JIeNUH, TpeJHa3HAuYeHHbIX JIJIs MOJIepKaHus (PyHKIMI OpraHoB U CUCTEM
OpraHM3Ma 4eJoBeKa, JUIsl MCIOJb30BaHUS HAa JOMY IHpPHU OKa3aHUM MaNIMaTUBHOU
MEANIIMHCKON TOMOLIY.

[Tpuxaz M3 P® Ne 831 or 3 okra0ps 2019 roma «OO0 yTBep)KIE€HHUH BEAOMCTBEHHOM
1eneBor nporpaMMmbl  «Pa3BUTHE CHUCTEMBI OKa3aHMs NAJJIMATUBHOW MEIULIUHCKON
MTOMOLIH.

IIpoune HOpPMATHBHO-NPaBOBbIe [O0KYMEHTbI, C Y4YeTOM KOTOPbIX pa3padoTaHbI
KJIMHUYECKHEe PEKOMEHIAI UM

MexyHaponHas kiaaccu@ukanus 00ie3Hel, TpaBM U COCTOSIHUI, BIUSIONIMX Ha 370POBbE
(MKB - 10);

[Tpuxaz M3 P® ot 20 nexabpst 2012r. Ne 1183n «OO yTBepKIE€HHMH HOMEHKIATYpbI
JOJDKHOCTEH METUIIMHCKUX paOOTHUKOB M (papMalieBTHUECKUX paOOTHUKOBY.

[Tpuxaz M3 P® ot 23 utons 2010 r. Ne 5411. Equnsiii kBainUKaMOHHBIA CIIPaBOYHUK
JIOJDKHOCTEH pYKOBOJAMTENEH, CHEIHUAIMCTOB M CIyXKalux, pasaen KpamupukanmoHHble
XapaKTepUCTUKHU JOKHOCTENH paOOTHUKOB B cpepe 3JpaBOOXpaHEHHUS.

®enepanbHblil 3akoH 0T 25.12.2018 Ne 489 489-03 «O BHeceHnH U3MEHEHHH B cTaThio 40
@®enepanbHoro 3akoHa "OO o00s3aTenbHOM MEAMIIMHCKOM CTpaxoBaHuM B Poccuiickoii
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10.

11.

12.

13.

14.

15.

Oenepannn" u DenepanbHbiii 3akoH "OO OCHOBaX OXpaHbl 3/I0POBbSl TPAXKIAH B
Poccuiickoit deneparun' mo BonpocaMm KIMHUYECKUX PEKOMEH 1AL,

ITpuka3z Munznpasa Poccuu Ne 1031 ot 28.02.2019 1. «O06 yTBEp)KIESHUH TTOPSIIKA U CPOKOB
pa3paboTKH KIMHUYECKUX PEKOMEHIAIWH, UX IMePecMOTpa, TUIIOBOU (HDOPMBI KIMHHYECKUX
peKoMeHauii U TpeOOBaHUU K UX CTPYKType, COCTaBy U Hay4HOH OOOCHOBaHHOCTH,
BKJTIOYaE€MOM B KJIIMHMYECKHE PEKOMEHIAUU HH)OPMAITHI.

[Ipuka3z MunsnpaBa Poccun ot 13.10.2017 N 804n "OO yTBEp)KICHUH HOMEHKJIATYPHI
MEJIUIUHCKUX YCIyT".

IIpuka3 MunuctepcTBa Tpyaa u couuanbHoi 3amuTel PO ot 27 aBrycra 2019 r. n 5851 "O
KJIacCu(UKAUAX U KPUTEPUSIX, UCIOIB3YEMBIX MPU OCYIIECTBICHUU MEANKO-COLUAIBHON
9KCIEPTU3bl TpaxkaaH (QenepalibHbIMH TOCYJapCTBEHHBIMU  YUPEKACHUSIMH MEIAUKO-
COLIMAJILHON IKCIIEpPTU3H";

IIpukaz MuHuCTEpCcTBa 3ApPaBOOXPAHEHUS U  COLMAIBHOIO pa3BuTuUs Pocculickoit
Oeneparun «O TOpsAKE MPUMEHEHHS JIEKAPCTBEHHBIX CPEJCTB Y OOJIBHBIX IO KU3HEHHBIM
nokazaHusM» ot 9 asrycra 2005 r. Ne 494

HNupopmannonnoe nucbMo Mun3zapasa Poccrn 1o BO3MOKHOCTH 3aKYIKH JIEKAPCTBEHHOTO
npenapara o TOProBOMY HaMMEHOBAHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-
naimenovaniyu);

[lepeueHs crienuan3uPOBAHHBIX MPOIYKTOB JICUEOHOTO MUTAHUS TSl JETe-UHBAIUIOB Ha
2020 ron, Pacnopsikenue IlpaButenscrBa Poccuiickoit ®@enepanuu ot 11 nexadbps 2019
roaa Ne 2984-p
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Ipuaoxenne A3.2. PacmmdppoBka npumedaHuii

*%

... — TIpemapaT BXOJUT B IEPEUYCHb >KM3HEHHO HEOOXOIUMBIX M BAXHEUIIHMX JICKAPCTBEHHBIX
npenaparoB (Pacmopstkenue IlpaButensctBa PD ot 12.10.2019 Ne 2406-p «OO0 yTBepKICHHH
NEpEeYHsl ’)KMU3HEHHO HEOOXOUMBIX M Ba)KHEHIIMX JIEKApCTBEHHBIX npenapatoB Ha 2020 rox a
TaK)Ke MepeyHell JeKapCTBEHHBIX MPEnaparoB [Uisi MEAULIUHCKOTO MPUMEHEHHUS] U MUHUMAJIbHOTO
ACCOPTUMEHTA JICKAPCTBEHHBIX MPErapaToB, HEOOXOAUMBIX Uil OKa3aHUS MEIUIIUHCKON ITOMOIIIM
(c m3meHenusiMu, BHeceHHbIMU Pacnopspkennem IlpaBurtensctBa PD ot 23 HosiOps 2020 1. Ne
3073-p «O BHecenuu u3MeHeHHi B pacropsbkenue IlpaButensctBa PD ot 12 oxTsi6ps 2019 r.

No 2406-p.

.7 - CIHeNMANM3MPOBAHHBIA MPOLYKT JIe4eOHOrO MHTAHHS, BKIIOYCHHBIH B IIEPEYCHD
CHEIMAIM3UPOBAHHBIX MPOAYKTOB JeueOHoro mnuTaHus nis jereii-unBanunoB (Ilepeuens
CHEIMATM3UPOBAHHBIX TPOAYKTOB J€4eOHOTr0 NHUTAaHWS Ui Aered-mHBamuaoB Ha 2021 rom,
yTBEpKACHHBIN pacrnopsikenueM llpaBurensctBa Poccuiickoit ®@enepanuu ot 17 nexadps 2020
rona Ne 3242-p)

#... - npumenenue off-label — BHe 3aperncTpupoBaHHBIX B HHCTPYKIMH JICKAPCTBEHHOTO CPEJCTBA
MOKa3aHUN OCYIIECTBISIETCS 10 PEIICHHI0 BpayeOHOW KOMHCCHH, C paspemeHus JIoKanbHOTO
ATHYECKOTO0 KOMHTETa MEIUIMHCKOW OpraHu3aluu (IpU HaJIM4YUH), C YCIOBHEM TMOIIMMCAHHOTO
UH(POPMHUPOBAHHOTO COTJIACHSI POAMTENCH (3aKOHHOTO TPEACTABUTENS) W IMAlMEHTa B BO3PACTe
crapuie 15 ner;

Ipunoxenue A3.3. MeTa00a13M roMOIIMCTEUHA

HHKJI METHOHHHA

METHOHHH

l MAT
SAM

JloHOp METHIBHOH

MTR TpYIIITBL
rkoGaraMHH
SAH

PeMeTHJIHpDBaHHe PeMeTHJIHpDBaHHe

THF
JTUMETHITIIHIHH

DoIaTHBIH MHKT SHMT

5, 10-MeTHIEH
TeTpareapodonar

MTHFR

AxmenTop
MeTHIIBHOH
TPYIIBI

It o

beraun

MeTHIKoOamaMHH TOMOIIUCTEHH
T Cepun CpS
MMACHC ,  mpumoKCaE-5-gocdar
THOPOKCHKOOaIaMHH
‘ THUCTATHOH I
T CyL
[THAHKOOATAMHHE mHpHIoKCATE-5-GocdaT
v
‘ IHCTEHH |
TpaHccyabpHpOBaHHE
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Metabonu3m romonucrenda [9] ( u3 crarbm Huemer, M., Diodato, D., Schwahn, B. et al.
Guidelines for diagnosis and management of the cobalamin-related remethylation disorders cblC,
cbID, cblE, cblF, cblG, cbl) and MTHFR deficiency. J Inherit Metab Dis 40, 21-48 (2017).
https://doi.org/10.1007/s10545-016-9991-4 ¢ moaubuKaIHsIMH)

SAM: S-a1eHO3UIMETUOHHH; SAH: S-aieHO3UITOMOIMCTENH; SAHH: S-
azieHo3wiIromouuctenHruaponasa; CPS: nucrarmoHuH-B-cuHraza; CyL: nucraTMoHUH-y-JIHa3a;
MTR: wmernonuncunrasza; THF: terparunpodonar; MTHFR: 5,10-metunen-TI'® penykrasa;
SHMT: cepun-rugpokcumermirpanchepasa, BHMT: OGerann-romorucrenameTuiaTpancdepasa,

MMACHC: 6em0x METUIMAJIOHOBOM Al Iypyuy U TOMOIUCTUHYpHH THIa C
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IIpunoxenue A3.4. I'eHeTnka u OHOXUMHUYECKHH Je(eKT NPH PasJIMUYHBIX

¢popmax roMOUUCTUHYPUH

['eHeTHKa 1 OMOXMMUYECKUI EeEKT MPH pa3IM4YHbIX popMax romouucTuHypun (10 [1])

3a6oseBanue (Homep OMIM) JMedpuuut pepmenta I'en Tun
(JIokyc) | HacaexoBaH
ust
Knaccnaeckas romorctuaypust (# Hucrarnonun 6eta-cunrasza (CBS - CBS AP
236200) EC 4.2.1.23) (21922.3)
Tsoxenast popma nedurmra Mertunenterparunpodonarpenykraza | MTHFR | AP
MeTtuiaeHteTparuapodonarpeaykrassl | (MTHFR - EC 1.5.1.20) (1p36.22)
(MTHFR) (# 236250)
MeTuiManoHoBas aluaypus U Metunmanonmi-KoA myraza (MUT - MMACH | AP
TOMOIMCTHHYPHS, EC 5.4.99.2) C
(1p34.1)
tun cblC (# 277400) u metnonuHcuHTaza (MTR - EC
1.16.1.8) — akTMBHOCTH (hepMEHTOB
HapyIaeTcsi BTOPUYHO W3-32
OTCYTCTBHS KOpakTopa
MeTtunmManoHoBas aluaypus 1 Metunmanonun-KoA myraza (MUT - | PRDX1 AP
TOMOITUCTHHYPHS, EC 5.4.99.2) (1p34.1)
tun cblC, nqurennsriii (epi-cblC # u metnonuHcuHTaza (MTR - EC MAHCC
277400) 1.16.1.8) — akTMBHOCTH (hepMEHTOB (1p34.1)
HapyIaeTcsi BTOPUYHO W3-32
OTCYTCTBHS KOakTopa
MeTtunmManoHoBas aluaypus 1 Metunmanonun-KoA myraza (MUT - | MMADH | AP
TOMOLIMCTHHYPHS, EC 5.4.99.2) C
(2923.2)
tun cblD (#277410) u metnonuHcuHTaza (MTR - EC
1.16.1.8) — akTHBHOCTH (hepMEHTOB
HapyIaeTcsi BTOPUYHO U3-32
OTCYTCTBHUA KoakTopa
I'omonmcTnHypusi-MeranodaacTHas Penykraza mernonnncuaTassl (MTRR | MTRR AP
anemus, TaIl cblE - EC 2.1.1.135) — akTMBHOCTH (5p15.31)

(I)CpMeHTa HapymaceTCsa BTOPUIHO U3-
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(# 236270)

3a OTCYTCTBHS KOaKkTopa

MetuimanoHoBast alluAypust 1 Merunmanonmn-KoA myraza (MUT - | LMBRD1 | AP
TOMOIMCTHHYPHS, EC 5.4.99.2) (6q13)
tun cblF (# 277380) u metuonnHcuHTaza (MTR - EC:
2.1.1.13) — akTUBHOCTH (hEPMEHTOB
HapyIIAeTCsl BTOPHYHO U3-3a
OTCyTCTBHA KO(haKkTOopa
I'oMonucTUHYpHsI-Merano0acTHas Metunonuncunraza (MTR - EC: MTR AP
anemusi, tun cblG 2.1.1.13) — akTUBHOCTH (hepMeHTa (1943)
HapyIIAeTCsl BTOPHYHO U3-3a
(# 250940) OTCYTCTBHSI KOaKTopa
MeTHaManoHoBas aluaypus | Metunmanonun-KoA myraza (MUT - | ABCD4 | AP
TOMOIIMCTUHYPHS, EC 5.4.99.2) (14924.3)
I cbl) (# 614857) n MmetnoHuHcuHTa3a (MTR - EC:
2.1.1.13) — akTUBHOCTH (hepPMEHTOB
HapyIIaeTcsi BTOPUYHO M3-3a
OTCyTCTBHA KO(haKkTOopa
MeTHaManoHoBas aluIeMuUs 1 HCF-1; TpaHckpHIIIHOHHAS HCFC1 | XP
TOMOIIMCTUHYPHS, perymsiust MMACHC. (Xq28)
Tl cblX (# 309541) Metunmmanonun-KoA myraza (MUT -
EC 5.4.99.2)
n MmetnoHuHcuHTa3a (MTR -EC
1.16.1.8) — akTUBHOCTH (hepMEHTOB
HapyIaeTcsl BTOPUYHO M3-3a
OTCYTCTBHS KO(aKTOpa
Jedunut 5,10- MTHFD | AP
METHJICHTETparuApodonaTaeruipore | MeTHiaeHTeTparuapodonaraeruapores | 1
Ha3bl aza (EC 1.5.1.5), (14923.3)
(MTHF) (# 617780) 5,10-
METEHIITETParuapodoIaTHKIOT AP
omaza (EC 3.5.4.9),
u 10-popmunrerparuapodonat
cunrerasa (EC 6.3.4.3)
Hedunut tpanckobanamuna Il (TC) | Tpanckobanamun; Kinerounas TCN2 AP
nocraska cbl. (22912.2)
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(# 275350)

MetuimanoHoBast alluAypust 1 TCbIR; Knerounstii perientop. CD320 AP
TOMOLIUCTHHYPHS, (19p13.2)
tim TcbIR (# 613646)
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Ipuiaoxenue A3.5 OcHOBHbIE OMOXUMHMYECKHE MTOKA3ATEN HJIS THATHOCTUKH

TOMOIIMCTUHYPHUH
Mertaboaut buonoruuec | Oxunaemele pe3yJIbTaThl y | KonTpois
KHii 0Opa3zelr] | malreHTOB TOMOIMCTUHYpUEH
HoBopoxnennsie | HeneueHnnsie
crapuie | roga
OO6muit [Tna3zma 50-100 >100 MKMOJIB/TT <15MKMOITB/T
TOMOIIUCTEHH MKMOJIb/]
MeTtnoHuH [Tna3zma 200-1500 >50 MKMOJIB/M 10-40 MxMOmB/IT
MKMOJIBb/JT (>0,7 mr/mn) (0,2-0,6 mMr%)
(3-23 mr/mn)
["omonmcTUH Moua oTpeeNseTcs ompesensercs OTtcyTCcTBYET
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Ipuiaoxenue A3.6 buoxumuuyeckuit MoHuTOpuHI npu 'Y

PedepencHbie ypoBHH CBOOOTHBIX METHOHUHA, [IUCTEMHA W TOMOIIUCTEHHA B TIa3Me KPOBH (JJ1st

KOHTPOJIA Tepanuu kiaaccudeckoit I'IY).

AMHUHOKHCIIOTA YpOBeHb B IJ1a3Me KPOBH, €1. U3M.
MKMOJIB/JT mr/100 M
MeTtnosuH 18-45 0,27-0,67
Hucrenn 25-50 0,30-0,76
TI'omonucrenn <12 <0,16

buoxumuyeckuiit MOHUTOPUHT IIpH 'Y — TapreTHsle 3HaYeHUS.

MeTMoHUH
naasmol

LncrenH nnasmol

O6wmin
rOMOLMCTENH
nnasmel (tHey)

CeBobogHbIl
rOMOLMCTENH
nnasmel (fHey)

B6-4yBCTBMTENbHAA HopmanbHble HopmanbHble <50 mKmonb/n | <10
dopma 3Ha4YeHna 3HayeHusn MKMOJb/ N
B6-HeuyBcTBUTENbHAA HopmanbHble HopmanbHble <100 mKkmonb/n | <10
dopma Ha poHe 3HayeHusn 3HayeHusn MKMOJb/ N
auertoTepanum

B6-HeuyBcTBUTENbHAA < 1000 mKmonb/n | HopmanbHble < 100 mkmonb/n | <10
dopma Ha poHe npmema 3Ha4YeHus MKMOJIb/ N1

betanHa
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IIpuioxkenue A3.7 [uerorepanusi npu kiaaccudeckoin 'Y

Ta6naunma 7 - OpueHTHpOBOUHAs NOTPEOHOCTH B METHOHMHE U IHCTEUHE Yy THAleHTOB C

FOMOI_II/ICTI/IHypI/Ieﬁ B 3aBUCHMOCTHU OT BO3pacTa.

Bo3spact nanuentos CyrouHast HOTpeOHOCTh B aMHHOKHCIIOTAX
MI/KI' Macchl Tea
MeTtronuH ucreun
0 - <3 mec 15-30 300
3 - <6 mec 10 - 25 250
6 - <9 mec 10-25 200
9 - <12 mec 10 - 20 200
1—-<4rona 10 -20 100 — 200
4 — <7 ner 8—16 100 — 200
7—<11 ner 6-12 100 — 200
Jeymku 11- <15 ner 6—14 50 — 150
JeBymku 15- <19 ner 612 25-125
JeBymiku 19 ner u crapiie 4-10 25-100
Onomm 11- <15 net 614 50 — 150
HOnomm 15- <19 ner 616 25—125
FOnomm 19 ner u crapme 6-15 25 -100

Tadauua 8 - Cnenmain3upoBaHHbIC TPOTYKTH HA OCHOBE aMUHOKHUCIIOT 0€3 METHOHHUHA.

CopepxaHrie OCHOBHBIX MUIIEBBIX BEIIECTB

Haumenosanue u sHepruun Ha 100 T cyxoro npoaykra Bo3zpacr
MIPOJIYKTa benok | XKup | YrueBoas! | DHEproueHHOCTh | IPUMEHEHUS

o | (@ (r) (kKam)
Hytpuren 14 — C poxnaenus
Mt 14 23 50,4 471 10 1 roxa
Hytpuren 20 — Crapme 1
Mt 20 18 50,3 443 rona
Hytpuren 40 — Crapue 1
Mt 40 13 31,2 402 rona
Hytpuren 70 — Crapuue 1
Mt 70 0 4,1 296 rona
HCU Amnamukc C poxnenus
T — 131 | 23 49,6 457 10 1 roxa
XMET Crapme 1
Xomugou**** " 0 4.5 326 roaa
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Ipuaoxenue A3.8 Ilpumepsl pacyera queThl MPH KJIACCHYECKOM

rOMOUMCTHHYPHUH

Pacuer nuTaHus AJM nanUeHTa ¢ TOMOUUCTHHYpPHE B Bo3pacTe 2-X HeleJdb , Macca Teja 4

Krl.

1.KonnyectBo notpednenus obmiero 6emaka B CyTKd U3 pacuera 2,5 r/kr/cyt x4 kr=10r
2. JlomycTUMOE KOJTMYECTBO METHOHMHA B CyTKH 30 Mr/kr x4 kr= 120 mr/cyTku

3. KonuyecTBo HarypasibHOro Oejka 3a cueT rpyaHoro mosoka (I'M)/metckoit MojiouHON cMech
(AMC) ¢ yuerom, uro 1 1 Genka I'M/IIMC comepxxutr 30 mr mermonuna: 120:30=4 r
HaTypaibHOTO Oenka 3a cuetr I'M/IMC.

4. KonuuecTBo Oemka 3a cueT CreralIn3upoBaHHOro mpoaykra: 10-4=6r 6enka

5. KonnuectBo (B r) crnenuanuzupoBaHHoro nponaykra Hyrtpuren 14- met**** (100r cyxoro
HPOAYKTa colepKUT 14 T 6enka): B CyTKH MAMEeHTy HeooxoanMo 43 r cyxoro npoaykra Hyrpurexn
14— met****,

Ecnmu ucnoneidyercs cnenumanusupoBanubii nmpoaykt HCU Anamuke mupant**** (100r cyxoro
npoaykra coaepkut 13,1 r Oenka): B CyTku marueHTy HeoOxomumo 46 r cyxoro npoaykra HCU
AHamuKc HHpaHT****,

[TorpeOHOCTH B HATypalbHOM O€jKe 00eCredrMBaeTCs 3a CYET TPYAHOTO MOJIOKA MM JETCKOH
MosiouHoi cmecu. Coxaepxkanue Oenka B 100 M1 rpyTHOrO MOJIOKA/IE€TCKOM MOJIOYHOM cCMecH —
npuMmepHo 1,2r, COOTBETCTBEHHO A OOecredeHHsl MOTPeOHOCTH B HATypalbHOM Oenke (4r)
notpedyetcst 330 M1 TpYJHOTO MOJIOKA/IETCKOM MOJIOYHON CMECH.

6.Crennanu3upoBaHHas CMECh aMUHOKHCIIOT U TPYTHOE MPJIOKO/JETCKasi MOJIOYHAsI CMECh AEISATCS
B PaBHBIX KoJm4ecTBax Ha 6 mpueMoB:339:6=55mu ['M/JIMC

43:6=7,2r cyxoii cmecu Hytpuren 14— met**** passectu B 50 M1 BOABI.

3a ogHO KopMieHue pebeHok monydut 105 ma nutanus ( 5S5mn+50m).

Ecnu ucnonesyercst cmecb HCU Anamukc uHpant***, 10 B 01HO KOpMIIEHUS OepyT
7,6 T CyXOro MpoJyKTa U Pa3BOAST €ro B 53 MII BOJBIL.

3a ogHO KopmiteHne pedeHok moayaut 108-110 v mutanus ( S5Smm+53mm).

. 1
Pacyer nuTanus Ui NaUMEHTa C TOMOLMCTHHYpHUel B Bo3pacte 10 jet, macca Tesna 27 kr-.
1.KonnyectBo norpednaenus oOiiero 6emaKa B CyTKH U3 pacueta 2r/Kr/cyT =54r

2.CpenHee OMYCTHMOE KOJTHMYECTBO METHOHHMHA B CyTKH 10 mr/kr = 270 mr

3. KonnuecTBo HarypanbHoro Oenka 270:30=9 r narypanbHoro Oenka
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4. KonnyecTBo Oelika 3a CUeT CrieUaTu3upOBaHHOTO MpoayKTa: 54-9=45r Genka

5. KomnyectBo (B r) cnenmanu3upoBaHHoro mpoaykra Hyrpuren 70- met**** (100r cyxoro
npoaykTa coaepkut 70 r 6enka): B CyTKH HalMeHTy HeoOxoaumo 64 T cyxoro npoaykra Hyrpuren
70 — met.

Ecnu ucnone3yercs cneunanusupoannblii npoaykT XMET Xomumon™*** (100r cyxoro nmpoaykra
conepxut 77 r 6enKa): B CyTKU HanueHTy Heooxonumo 58 r cyxoro npoaykra XMET XomumoH.

C ucnonp3oBaHUEM TaOIUI] AMUHOKUCIOTHOTO COCTaBa MPOYKTOB COCTABISIETCSl CYTOYHBINH Habop
HATYpaJIbHBIX [IPOYKTOB, KOTOPBIE B CyMME OyIIyT cofepkaTh 9 r HaTypallbHOTO OelKa.

lpuBeneHHsle MpUMEphl SBISIOTCS OPUEHTHPOBOYHBIMH. B K@KIOM Cilydae TpeOyercss KOHTPOINb
Ha3HAYCHHOW AUETOTEpAIMU U €€ KOPPEKIIUS 10 pe3yIbTaTaM aHaiu30B [77].
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IIpuaoxkenune b. AuiropuTm AelcTBUIl Bpaya

nEIL[Ir"IEHT C nogozpeHnem Ha
MOMOUHMCTHHYPWUHED

v

HwarHocTuka

KoHcynbeTayua [luarvos
npodunsHoro NoATBepKAeH?
cneunanucTa
4
Tepanuna B cTauMoHape
w
OucnaHcepHoe HabnogeHWe U
MOHWUTOPUPOBaHWE NauneHTa [«
HET Tepanua

adderTUBHA?
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IIpunoxenne b2. ANropur™M 1MarHOCTUKH HAPYILIEHUH peMeTHIHPOBAHUS

KnuHuyeckas KapTuHa,
XapakTepHas ans 3abonesaHus U3 n obuero roMounucTenHa [03MTUBHbIFi HEOHATANbHbI CKPMHUHF
rpynmnbi HapyLWweHs nnasmbl
pPeMeTUNUPOBaHKSA

|

\
MpOBECTH NONHBIM CNEKTP ANArHOCTUYECKUX aHANU30B:
YpOBEHb B12 1 GONUEBOI KUCNOThI B CHIBOPOTKE; 06LLMIA FOMOLMCTEMNH (tHCy) 1
METUOHUH (Met) NNasmbl; CNEKTP aunUNKapHUTUHOB, YPOBEHb METUNIMANOHOBO
kucnotbl (MMA) B MOYe unM nnasme

Hauvatb BUTaMuH B12 (#umaHokobanamuH* unu ero aHanoru) 1 Mr/aeHb
napeHTepanbHo

YposeHb tHecy noebilweH; yposeHb Met HOPManbHBIA AN CHUXEH

A
06paTUTbLCA B CNeLnanu3nMpoBaHHbIN LEHTp!
MpogomxuTts BuTamiH B12 (fumaHokobanamuH™ unu ero aHanorv)
napeHTepanbHo
PaccmoTpets npueM 6eTauHa, #HoONUeBoM KUCNOTbI** UNK ee NPOM3BOAHBIX, L-
METHOHMHA NEPOPanbHO

\i

Y

Y
B12 N, donmnee.k-Ta N,

\
B12 N, ¢onues.x-Ta N, tHd 8120., donunes.xk-Ta N, B12 N, wnues.x-raﬂ ;
N, MMA N

e - mmaf tHef], MMAN tHe {1, mman e . mmaf
! I !

A4
B12 N, donuee.k-ta N,

HET AaHHbIX 3a HapylieHue fecuuuT/Hapy 4] T/Hapy MTHFR cblD-HC, HepocrarouHocTs cbIC,
peMeTUNMpoBaHuA TpaHcnopra B12 TpaHcnopra conaros cbIE, cblG cblD-MMA/HC, cblF, cblJ
TC
y Y Y y v
MpoRoNXUTL ¥ lMpexpatuTs BUTaMuH B12 MpoaonxuTL BUTaMuH B12
AMArHOCTHYECKMit TMPOAO/KUTL ANArHOCTUHECKNIA NOUCK. (#umaHokobanamuH** unu (#umaHokoBanamuH** unu
ey Heobxoaumo HasHaueHue BuTamuHa B12 ero aHanoru). ero aHanoru).
i (#umaHokoBanamuH™ unm ero aHanoros)/ MpogonxuTb/HavaTs MpofomkuTL/HavaTs GeTauH.
HEAOCTATOMHOCTY! #chonuesoit KUCNOTLI™ Unu ee GeTaunH. MpoaomKMTL/HA3HAUUTL L-
MTHFD1 NPpON3BOAHBIX MpogomKUTL/Ha3HaAYNTL METUOHUH Wnnu #onuesyio
#chonuesyro KUCNOTY"" Unu KMCnoTy** unu ee
ee npoussoaHble/Mnm L- npou3soaHbIe
METUOHUH
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[Ipunoxenue b3. Anropur™m onpenenennsi 49yBCTBUTEIbHOCTH K

NUPUIAOKCHUHY * ¥

C Mepsoe onpeneneHue romouucTenHa s KPOBM) ( BTopoe onpeaenexHue romouucTenHa B KpOBM)

A 4
(C'rap'r npuema #NMpUAOKCHHA*" 10 MI/KI/cyT (MuHUMYM 100 Mr/CyT, Makcumym 500 Mr/cyTD

A 4
( KOHTPONb YPOBHA rOMOLMCTEMNHA B KPOBM HYepes 1 He):)

Y

C FomoumncTenH B KpoBu < 50 Mkmone/n ) C FomouncTenH 8 Kposu > 50 MKMONL/N )
A4 A4
KOHTpOnb yPOBHA roMOUMCTEUHA B KPOBM KOHTPO/b yPOBHA FOMOLMCTEMHA B KPOBU
yepes 2 Heq Hayana Trepanum yepesa 2 Heq Ha4Yana Tepanun

A4
( roMOLMCTENH B KPOBM > 50 MKMONL/N )

A4

KOHTPONb YPOBHA rOMOLIMCTENHA B KPOBM Yepe3a
6 Hen Havana Tepanun

Y h 4 A4
FomoumcTenH 8 Kposu < 50 MKMONL/N TomouncTenH B KpoBu < 80% OT TomoumcTenH B Kposm > 80% OT
HayansHoro HavaneHoro
B6 uyscTBUTENBHAA (hopma HaCTUYHO YYBCTBUTENLHAA (hopma B6 peaucTeHTHan hopma

McTouHumK: https://bimdg.org.uk; nepesog, BbINONHEH aBTOPaMMU C USMEHEHUAMMU.
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IIpunoxenne b4. Anropurm jiedyeHusi HOBOpoxkaeHHbIX ¢ Y

WH HEYYBCTBU / HacTU4HO-
yyBCTBMTENbHAA popma MUY

MMPUOOKCHH-4YBCTBUTENbHAS
dopma Ly
MpoaomxuTs #NUPHUOOKCUH** U
#donuesyo kucnoty**

HavaTtb aueTtoTepanuio:
- QUeTa C orpaHuYeHuemM MeToHuHa (Met)
- NPOAOMAXUTL #NUPUAOKCUH*, #donnesyio
KUCNOTY** NpW YaCTUYHOM OTBETE

/ TpyAHOe BCKapMAUBaHue \

- YMEHbLUWTL 06beM rpyAHOro Monoka Ha 50%,
[06aB1Tb aMUHOKWUCNOTHYIO CMECh HE COZepXalLyio
Met (npuMepHo 75 MA/Kr/aeHb) 40 NpUema rpyaHoro
MONOKa (rpyAHOE MONOKO COAEPXUT NPUMEPHO 18 Mr

Met 8 100 mn)

- 0XUAaTb CHUXeHMe obuiero roMoumcTenHa (tHey) u
Met nna3mbl 1O TAPreTHOro YpoeHs Yepes 7-12 gHen
- NPOBEPUTH Y NOTHO CMecH He
coaepxaiien Met 8 TedeHun 24 4acos. ECNKM CMeCh He
YCBaWBAETCA - BpeMeHHO NPeKPaTUTL rpyaHoe
BCKapM/IMBaHWUE, OCTaBUTL TONbKO UCKYCCTBEHHOE
BCKap THOW CMecbio 6e3 Met.
CnepoBaTb KNIMHUYECKUM PEKOMEHAALMS MO

uckyceT Y BCH P

To
CcuexusaHue Ana coxpaHeHus nakrauuu. /

WckyccTeeHHOe BCKapMnBaHue

YMEHBLMTb MM BPEMEHHO OCTaHOBUTb 0BbIYHYIO
CMeCb B COOTBETCBUM C ypoBHEM Met nnasmbl.
N06aBUTb aMUHOKUCNOTHYIO CMECh HE COAepXally
Met B 3aBuCMMOCTH OT ypoBHA Met nna3mbl npu
NOBTOPHOM BU3UTE

YPOBEHb METUOHUHA KpaTHOCTb NpMema cmecu
nnasmbi: He conepxa.lueﬁ METUOHWH!

>1000 MKMONL/N 4 pasa B fietb
600 - 1000 Mkmons/n 3 pasa B aeHb
200-600 MxMons/n 2 pasa B fieHb

e

B0306HOBWTD IETCKYIO CMECh Ha OCHOBE MONOYHOM
CbIBPOTKM (copepxuT 29 Mr Met 8 100 mn).
Cokpatutb npuem Met go 90-120 mr/aeHs (npu

—

KoHTponb avetsl 4epes 1 Hepento.
MOHWTOPMHI ypoBHSA Met nna3mbi u tHcy yepes 7
[He# Hayana aueToTepanuu. CKOPPeKTUpOBaTh
KONU4YECTBO aMUHOKWUCTIOTHON cMeck 6e3 Met ansa

Bece < 3 kr 4o 30 Mr/Kr/aeHb).
[1063BUTb aMMHOKUCNIOTHYIO CMECh He
onepxaulyto Met ¢ yyetom Heobxoaumoro
notpebneHus obutero 6enka 3 rpamma/Kr/oeHb.

(5,

noaaepxaHus yposHa Met u tHcy 8 npepenax
TapreTHbIX 3Ha4YeHui. MPyaHOe MONOKO/AeTCKas

vy

cMech 06bi4HO obecneynaiot 90-120 mMr Met s

AeHb. TapreTHble 3Ha4eHus B Nna3me:
METUOHUH HOpMankHble 3HaYeHNA
0oBLWuiA romoumcTenH 60-100 mkmons/n
CcBOGOAHLIA roMoUMCTENH < 10 MKMONL/N
00 LMCTeNH HOpManbHble 3Ha4eHNA

\ 4

< MOHWTOPMHF NoKa3saTenei KPOBK eXeHeAeNbHO, KOPPEKUMA NUTAHUS A8 AOCTUXEHUS TapreTHbIX 3HaYeHNI )

MUcTouHuK: [5]. MybankyeTca 6e3 nsmeHeHU, NnepeBos, BbINOJHEH aBTOPaMM
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IIpuioxkenue Bl. Undopmanus 15 naumeHTa

Kaaccuyeckasi roMOUMCTHHYPHS, 1e(PUIUT HUCTATHOHUH-0€Ta-CHHTA3bI

Yro Takoe roMOIUCTUHYPUSA?

I"'oMouuCTHHYpUS — 3TO IPYIIA HACAEACTBEHHBIX 3a00JI€BaHUM, IIPU KOTOPBIX MOBBIIIAETCS
YPOBEHb TOMOLIMCTENHA B KPOBHU. ['OMOLIMCTENH BIMSET HA MPOLIECCH CBEPTHIBAEMOCTU KPOBH,
CEPJIEYHO-COCYIUCTYIO CUCTEMY, HEPBHYIO CUCTEMY, COEAMHUTEIbHYIO TKaHb.

I'omouucTHHYpHUS MOXKET ObITh BbI3BaHA: MyTallMel B HECKOJBbKUX Pa3HbIX reHax. Bce atu
IeHbl OTBETCTBEHHBI 3a CHHTE3 ()EPMEHTOB, KOTOpbIE y4YacTBYIOT B TOM, KaK Hall OpPraHU3M
UCTIONB3yeT W oOpabaThiBaeT aMHHOKUCIOTHL. Hambonee pacmpoctpaneHHOH — (opmoid
TOMOLIMCTHHYPUH, SBISIETCS NeUIHUT PepMEeHTa HIUCTATHOHUH-0eTa-CHHTA3bl, KOTOPBII BO3HUKAET
npu myTtanusx B rene CBS. bosnee penkue npuyMHbI TOMOLUMCTUHYPUH BKJIIOYAIOT MyTallMU B T€HaX
MTHFR , MTR , MTRR u MMADHC . [Ipyrue ¢opMbl TOMOIIUCTUHYPHUH CBSI3aHbI C HAPYIICHHEM
oOpa3oBanusi BuTamMuMHa Bl2 u KpoMe TIOMOLMCTHHYPUH COINPOBOXAAIOTCS IOBBIIIEHUEM
METHJIMAJIOHOBOM KUCIJIOTHI.

Haubomee  pacmpocTpaHeHHBIi  THI ~ TEHETHYECKOW  (OpMOW  TOMOIMCTUHYPHH-
KJIacCUYeCKas TOMOLIMCTHHYPUS, BbI3BaH Je(UIUTOM QepMEeHTa LUCTATHOHUH-OETa-CHHTAa3a.

Kak nposiBisiercsi Ki1accu4eckast rOMOUMCTHHYPHSA ?

Hetu ¢ »TuM 3a0o0jieBaHMEM HE HMEIT OCOOEHHOCTeM mpu poxxaeHuH. IlepBbiMu
HecHelU(PUIECKUMH CUMIITOMaMU MOTYT OBbITh 3aJiep’KKa ICUXOMOTOPHOI'O Pa3BUTHsI, YMCTBEHHAs
OTCTAJIOCTh, CKeNETHbIE IeopMallii (BaJIbI'yCHasl yCTaHOBKA KOJIEHHBIX CYCTaBOB, KM(POCKOINO3HI,
BOPOHKOOOpa3Hasi WIM KWJIeBHIHAs JedopMallMd TpyJHOM KIETKH), KapAUOBaCKyJspHas
MaTOJIOTHS, YaCThIE TIEPENIOMBI (Y IETEH CTapIIero BO3pacTa).

XapakTepHa MaToJIOTusl TJIA3HOTO amnmapara: cyOosrokcalus (JIOKcalus) XpyCcTaIuKOB, 4acTo
OCJIOKHSAIOIIUICS BTOPUYHOM INTAyKOMOM, HEPEKO UMEIOILEN 3JI0KaYECTBEHHOE TEUEHHE, MUOIIHN,
aTpodust 3pUTEIHHBIX HEPBOB, KATAPAKTa U OTCIIONKA CETUYATKU.

VY nanueHToB noIpOCTKOBOTO M MOJIOAOTO BO3pacTa MOT'YT BO3SHUKHYTh TPOMOO3bI, KOTOpBIE
ABIIIOTCS TJIaBHOM NPUYMHONW MH(papKTa MHOKapa WM MHCY/IbTa ¢ (JOPMHUPOBAHMEM OYaroBOU
HEBPOJIOTUYECKOH CHUMITOMATUKH BO3HHMKAIOT NMPEUMYILIECTBEHHO Y MNALMEHTOB IOAPOCTKOBOIO

BO3paCTa.
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Jlpyrue BO3MOXKHBIE CHMITOMBI BKJIIOYAIOT 3a00JIeBaHHE KOCTEH (CKOIHMO3), IPOOJIEMBI C
MICUXUYECKUM 3/I0POBbEM U IIPOOJIEMBI C MOBEJCHUEM (HallpUMep, CUHAPOM JlehUliTa BHUMAHUS 1
TUIEPAKTUBHOCTH).

Kak naciaenyercs kiaccuueckasi rOMOIUCTHHYPHSA?

l'omouucTUHYpHsT OTHOCUTCS K HACHEIACTBEHHBIM 3a00JICBaHUSIM W TEpelaeTcs 1o
ayTOCOMHO-PELECCUBHOMY THIy. DTO 3HAYUT, YTO OOJIE3Hb MPOSBISETCS TOJIBKO B TOM Cllydae,
ecsi 00a poIuTeNs SBISIOTCS HOCUTENISMU M, XOTS CaMd OHU HeE OOJIEIOT, MepenalT peOeHKY ABa
MOPaXCHHBIX T'eHa. DBONBIIMHCTBO ceMeHd, TJe ecTh peOdeHOK ¢ O3ThM 3a0oJleBaHHWEM, HE
CTAJIKMBAJIUCH PaHBIIE C MOJ00HON MpobieMoii. Puck moBTOPHOTO pokIeHUsT 00IBHOTO peOeHKa B
CeMbe, I/Ie YK€ eCTh OOJIbHBIE ETH, COCTABISAET 25% Ha KaXKIyl0 0EpEeMEHHOCTb.

Bce ceMbu ¢ TOMOIMCTHHYpHEH [IOJDKHBI OO0SI3aTENIBHO MPOUTH MEIHUKO-TEHETUYECKOe
KOHCYJIbTUPOBAHUE M TOJYYHTHh IONHYIO WH(OPMAIUIO OT Bpava-reHeTrukKa 0 pucke
MOBTOPHOT'O TPOSIBJICHUSI JAHHOTO 3a00JIeBaHUSI B CEMbE, OOCYAHMTH CO CIEHHAIUCTOM BCE
BONPOCHI, CBSI3aHHbIE C HaclegoBaHueM 3a0oneBanus. B Poccum Menuko-reHeTHYecKue
KOHCYJIbTAIlMK paboTaIOT MPAKTHUECKU B KAKIOM pPETHOHE.

Kak ycTaHaBJIMBAaIOT AUATHO3 KJIACCHYECKOH rOMOUMCTHHYPHUH?

Ha ocHOBaHMM KJIMHUYECKUX CHUMITOMOB Bpad MOKET 3aM0J03pUTh 3a00JIEBaHUE U Jlajiee
OTIIaBUTH MAILMEHTA Ha CIIeUaIN3UPOBaHHOE TabopaTopHoe uccienoanue. [Ipu romouncTunypun
MOBBIIIIAETCS B KPOBU YPOBEHb CBOOOJHOTO W OOIIEro TOMOIMCTEMHA, a TaKXe YpPOBEHb
aMUHOKHCIIOTHI MeTHOHMHA. VccreqoBanne MOYHM Ha OPraHUYECKU KUCIIOTHI TTO3BOJISIET UCKITIOUNTD
(GopMbl TOMOLMCTHHYPHUM C METHJIMAJIOHOBOW anuaypueid. Jlamee mnyreM MOJIEKYJISIpHO-
TeHETUYECKOTO aHalln3a BISIBIIOT MyTanuu B reHe CBS. OueHp BakKHO MPOBECTH ATOTO aHAIU3,
MOCKONIBKY YK€ M0 TEeHOTUIy B HEKOTOPBIX CIIy4asX BO3MOXHO OMNpENeIuTh OyaeT Iu
YyBCTBUTEIBHOCTh K TEpanuu BUTaMUHOM B6 mim HerT.

Kak jieyaT Ki1accu4ecKyo roMOIUCTHHYPUIO?

MeTHOHUH SBIsIETCS HE3aMEHUMOW aMUHOKHCIOTOW (HE CHHTE3HpPYeTCS B OpraHusMe, a
MOCTYMAaeT U3 BHE), OH HEOOXOJMMBIM M7l HOPMAIbHOTO POCTa U CHHTE3a Oenka B OpraHu3Me, u
MOATOMY HE MOKET OBITh MOJIHOCTHIO UCKITIOYEH U3 parnroHa. CHIKEHHUE METHOHWHA JTOCTUTACTCS
MyTeM OTpaHWYCHHsI Oelika B THIIE NI MOAJEPKaHMs YPOBHS METHOHHWHA M TOMOIIMCTEHHA B
KPOBH B TpeJenax IENeBhIX MOoKa3aTeneil yeuyeHus: (OHM HEMHOTO OTJIMYAIOTCS OT HOPMAaJbHBIX
3HaueHui). OT0 MOTpedyeT 0TKa3aThCs OT OETKOBBIX MPOAYKTOB C BHICOKHM COJEpKaHHEM Oelka,
BKIIIOUasi MSCO, PbIOY, siilla, ChIp U 0OOOBBIE, MOCKOJBKY OHHU COJEPKAT OOJNBIIOE KOIUYECTBO

MCETHOHHWHA M, TaKUM 06p330M, paspCli€Hbl IIPU TOMOLUCTUHYPHH JIMIIb B OYCHDb HEOOJIBIIIOM
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KonmuecTBe. [Ipu 3ToM, 4TOOBI OPraHKU3M MOTYYall TOCTATOYHOE KOJIHMYECTBO APYTUX aMHUHOKHCIIOT
HA3HAYyaroT JOMOJHUTEIBHO K HU3KOOEIKOBOW JMeTe clielraibHble JIeueOHble CMECH, B KOTOPBIX
OTPaHUYEHO COJAEpKAHHE TOJBKO METHOHMHA, a JpPYyrue AaMHHOKHCIOTBI COJIEpX aTbCs B
JOCTaTOYHOM KosimdecTBe. OCHOBHBIC HABBIKH, KOTOPBIC JTOJDKHBI MPUOOPECTH POJTUTENA U CaM
MAIUEHT- PAaCCUUTHIBATh JUETY TaKMM 00pa3oM, YTOOBI BCE aMHUHOKHCIIOTHI U JAPYTUe HYTPUCHTHI
MOCTYNAaJIM B JOCTATOYHOM KOJIMYECTBE, @ YPOBEHb METHOHHUHA ObLT OTrpaHUYEH.
CnenyeT NMOMHHUTb, YTO TOJEPAHTHOCTh K METHOHUHY (0€30MacHbI ypOBEHb) pa3iudaercs Y
nanueHToB. Kak npaBuio oHa MOXeT ObITh B Auamna3one ot 80-160 mr / neHb, uToObl  YpPOBEHB
o6rrero romorcrenHa (tHey) Obu1 <100 Mxmoub / 1. BaxkHO BMecTe ¢ BpauaMu M Ha OCHOBaHHHU
71a00paTOPHBIX aHAIMU30B MO OMPE/EIICHNI0O METHOHWHA ¥ TOMOIIMCTEHHA ONPEAETUTh OE30MaCHbIH
YpOBEHb METUOHHHA UHAUBHUIYaANbHO. /{7151 yripaBieHus HOpMOM METHOHUHA YEJIOBEKa MPUMEHSIOT
anb0 TaOJMIBI C COJEp)KAaHMEM METHOHWHA B KaXJIOM U3 TPOAYKTOB . Eciam comepikaHue
METHOHHMHA HEJIOCTYITHO, TO TPHUMEPHO PACCUYUTHIBAIOT UCXOJs M3 TOro uro 20 Mr METHOHHHA
COJIEpKUTCS pUMeEpHO B 1 T Genka.
Kpome nmeroTepanuu Ha3HA4yalOT BUTAMUHBI, CpEIU KOTOPBHIX Hauboyiee BaKHBIM siBisieTcss B6
(MUpUAOKCUH). DTOT BUTAMHMH HEOOXOaMM (epMeHTy uucTaTHOHUH-Oera-cuHTaze (CBS) mis
HOpMaJIbHOW pPaboThl. [IpuMepHO B MOJOBHHE BCEX CIy4aeB KIACCHYECKON TOMOIMCTUHYHHH
HaAOII0/IaeTCsl YYBCTBUTEIBHOCTh K JICYCHUIO BUTAaMUHOM B6. {15 3TOro mpoBOJAT CHEUANbHYIO
npo0y C BHUTAMHUHOM, ONpPENENSIOT OWOXMMHUYECKHE TOoKa3aTend KpoBH. Ecnu mokazaTtenu
METHOHHWHA ¥ TOMOITUCTEHHA CHIDKAIOTCS, TO YCTAaHABJIMBAIOT JIUAarHo3 B6-uyBcTBUTENBHAS (hopMa
TOMOITUCTHHYPHH ¥ MHOTHE W3 ITHX IMAIMEHTOB HE HYXIAIOTCS B IUETOTEPAITNH, a UM HEOOXOIHM
TOJIbKO MpueM BuTamuHa B6. BakHo 4eTko cienoBaTh 103MPOBKaM Mpenapara, KOTOpble Ha3HAYHT
Bpay JUId MOJTYYSHHUS] MaKCUMAIbHOTO 3 deKTa JeueHus U MPeJoTBPAIICHUS MOOOYHBIX SIBICHUN.
Ecim He HabmomaeTcsi oTBeTa Ha BUTAMHH B6, Bpaun peKOMEHIYIOT TPHJIEPKUBATHCS CTPOTOM
JUEThl U KaK MPaBUJIO HA3HAYAIOT €Ile OAHY OMOJIOTMYECKYI0 aKTUBHYIO J00aBKy- OeTamH. JTO
COEIMHEHUE CMOCOOHO MOMOTaTh «HEHTpaIN30BaThy FOMOIMCTEHH B pe3ylbTaTe 3alycka 0coOoi
(bepMEeHTHOI peakiuu.

[Ipy HEoOXOTUMOCTH TPOBEACHHUS XHPYPTHUSCKOTO BMEMIATEIIBCTBA — 00S3aTEIILHO
MIPOKOHCYJIBTUPOBATLCS C JICUANTUM BpAadOM, IPOBECTH HCCIICIOBAaHHE HAa TOMOIIMCTEHH KPOBH,

MNpECANPUHATE MCPLBIL HpO(I)I/IJ'IaKTI/IKI/I TpOM603OB, YKa3aHHBIC B JaHHBIX PCKOMCHIAIUAX.

Kaxkoii Hy’KHO IPOBOAUTH MOHUTOPHHT /ISl NALMEHTOB ?
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Heo0OxomuM MyNbTUIUCIUIUTMHAPHBIN MOAXO0M K HAOMIOJECHUIO U JICYCHHUIO TAIMEHTOB C
TOMOIIMCTUHYPHUEH CHEIHalMCTaMi pa3HbIX mpoduieil ¢ menpio obOecrnedyeHus KOMIUIEKCHON
TEpalmMu U CBOEBPEMEHHOW €€ KOppeKUMH mpu HeoOXomumocTu. J[ns manueHToB ¢

TOMOITUCTHHYpHEH HEOOXOIMMBI PETYIIIpHBbIC 00CIeI0BaHUS, KOTOPhIE HA3HAYAET Bpay.
Kak nanuenTsl mnoJy4aror Jiedenue B Poccuiickoii ®enepanun?

['oMOLUCTHHYPHUS OTHOCHTCS K YHCITY PEIKUX HACIEICTBEHHBIX OoJie3HEH 0OMEHa BEIECTB
U BXOJUT B MEpeuYeHb peakux (opdaHHbIX) 3a00JIeBaHUMN, JIEYEHUE KOTOPBIX MPOBOIMUTCS 32 CUET
CPeACTB peruoHangbHOro Oromkera. Ilocrme ycraHOBIEHHME auarHo3a HEOOXOJUMO BKIIIOUYCHHE
NalMeHTa B PErHOHAJBHBI CErMEHT pErucTpa MO JKU3HEYIPOXKAIOIIMM peakuM (ophaHHBIM)
3a00JI€BaHUsAM, C LENbI0 JajbHEHIIero oOecrnedyeHus: HEOOXOAUMBIM JICUEOHBIM NHUTAHUEM U
JIEKapCTBEHHBIMHU IIpernaparaMu. B pa3HbIX pervoHax 3a BEJEHHE PErucrpa OTBEYAIOT pa3HbIe
CHEIMAJICThl, HO Yalle BCEro 3TO BPauM-TEHETUKH, MOITOMY IOCIE YCTAaHOBJIEHHUS IUArHo3a

0053aTeNbHO HY)KHO O0OPAaTUTHCS K PETHOHAILHOMY Bpauy FeHETHKY.
Kak moryTr nomorartsb poanbie u 0siu3kue?

He 3a0wiBaiiTe — OT ceMmbHu TaKKC 3aBUCUT YCIICX JICHCHUA. HY)KHO CO6.]'IIOI[aTL
PCKOMCHAAINHU, HU IIpH KAKUX YCIIOBUAX HC JOIYCKAThb «CPBIBOB» B JUCTOTCPAIINHU, CIICAYCT
YACIIATL BHUMAaHHUC pea6I/IJ'II/ITaHI/II/I " IJIAHOBBIM 06CJ'IGI[OBaHI/I$IM. Bce unensr cembn JOJI’KHBI 3HATh,
qTo pe6€HOK HYXIaCTCA B 0CcO0OM IHMTAaHUU U OJIU3KHE POACTBEHHHUKHU OOJ’KHBI OCBOUTH HABBIKH
pacueTa JUCTHI.

POI[I/ITGJ'II/I nmanmuceHTa C FOMOL[PICTPIHprIGfI, aB I[aJ'IBHeI\/'IH_IeM H CaM INIallMCHT OOJI?KHBI OBITE

06yquH IIpaBUJIaM OpraHu3alu TCparnu.

I'omouucrunypus, ceszannas ¢ gepuuurom MTHFR

Yr1o Takoe roMOUCTHHYPHA?

FOMOHI/ICTI/IHypI/ISI — OTO I'pymIia HaCJICACTBCHHBIX 3360J’IGB3HPII>1, IIPU KOTOPBIX IMOBBIITACTCSA
YPOBEHb TOMOIMCTEMHA B KPOBH. FOMOHI/ICTeI/IH BJIMACT Ha MPOLCCChI CBEPTHIBAEMOCTH KPOBH,
CEPAEYHO-COCYAUCTYIO CUCTEMY, HEPBHYIO CUCTEMY, COCIUHUTEIIbHYIO TKaHb.

I'omouucTHHYpHUS MOKET OBITh BBI3BaHA: MYTAallUd B HECKOJBKHX pa3HBIX I'eHbl. Bce ot

T'€Hbl OTBCTCTBCHHBI 3a CHHTE3 (l)epMeHTOB, KOTOPBIC YYAaCTBYIOT B TOM, KaK HaIl OpraHu3M
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UCTIONB3YET W oOpabaThiBaeT aMHUHOKHCIOTHL. Hambonmee pacmpocTpaneHHOW  (opmMoit
TOMOIIMCTHUHYPHUH, SIBIISeTCA AepUIUT PepMeHTa HUCTAaTHOHUH-0eTa-CUHTa3bl, KOTOPbIIi BOHUKAET
npu myTauusix B rene CBS. bonee penkue npuyrHbl TOMOLIMCTUHYPUU BKIIIOYAIOT MYTallMU B T€HAX
MTHFR , MTR , MTRR u MMADHC . [pyrue $hopMbl TOMOIIMICTUHYPHH CBSI3aHBI C HApyIIEHUEM
oOpa3oBanusi BuTamMuMHa Bl2 M KkpoMeé TIOMOLMCTHHYPUH COIPOBOXAAIOTCS IOBBIIIEHUEM
METUIIMAJIOHOBON KHUCIIOTHI.

I'omonuctunypus, cBszannas ¢ nedururom MTHFR - 310 renernueckoe 3abosieBaHue,
KOTOpPOE€ BO3HMKAET M3-3a HapylleHHs paboThl (epMEHTa METHICHTETPAaruapodosaT peayKTasbl.
OTOT (hepMEHT KOAMPYeTCs TeHoM, KOTOphii Takke HaspiBaercs MTHFR. MTHFR Baxken mns
XUMHUYECKON peakly B OpraHu3Me ¢ yuacTueM BuTamuHa B6 u ¢onneBoil KUCIOTHI.

Kak nposiBasiercsi romouMcTuHypusi?

I'oMonucTuHYpHS Y HOBOPOXAEHHOIO peOeHka 00bIYHO He mposiBisiercs. [Ipu orcyrerBun
JIeYEHUs y JIeTel B MJIaICHYECTBE MOSIBIIAIOTCS MPU3HAKK U CUMITOMBI TSDKEIOW TOMOLUMCTUHYPHH.
['omoumcTunypusi, Boi3BanHasa Bapuantamu MTHFR, moxeT ObITh  J1erkoi U MPOSBIATHCA B Ooliee
MO3JHEM JETCTBE WM BO B3pociaoM Bo3pacTe. CHUMOTOMBI MOTYT BKJIKOYaThb HApYIICHHUE
CBEpThIBAHNE KpPOBH (TIOBBIICHHOE TPOMOOOOpa3OBaHME), OTCTAaBaHHE B PA3BUTHH, CYIOPOTH,
aTaKCHIO, IOJMHENPONaTHIO, UHTEIEKTyalbHbIEC HAPYILIEHUS, U MUKpoLedaus.

Kak nacsaenyercsi romouucTuHypus, cBsizanHas ¢ fepuunrom MTHFR ?

'oMOLMCTUHYPUST OTHOCHTCS K HACJIEJCTBEHHBIM 3a00JieBaHMSIM M MeEepeaaercss 110
ayTOCOMHO-PELECCUBHOMY THIy. DTO 3HA4MT, YTO OOJE€3Hb IPOSBISETCS TOJIBKO B TOM CiIydae,
ecsii 00a pouTeNs ABJSIOTCS HOCUTENISIMU M, XOTS CaMU OHU HeE OOJIEI0T, MepealoT peOeHKY ABa
NOpaXEHHBIX T'eHa. DONBIIMHCTBO ceMel, TIJae ecTh peOCHOK C 3TUM 3a0oJieBaHUEM, He
CTAJIKUBAIMCh paHblle ¢ MOJ00HON MpobiieMoil. PUCK MOBTOPHOTO poXaeHus: O0IBHOTO peOeHKa B
CEMbeE, I/I€ YK€ €CTh OOJIbHBIE AETH, COCTABISAET 25% Ha KaKIyt0 0€pEeMEHHOCTb.

Bce cembu C TOMOIMCTUHYpUN JOJDKHBI OO0S3aTENBHO MPOUTH MEIUKO-TEHETUYECKOe
KOHCYJIbTUPOBAHUE M TMONYYUTh MONHYIO HHGOPMAIUIO OT Bpayda-reHeTuKa 0 pHuCKe
MOBTOPHOTO MPOSIBICHUS JAQHHOTO 3a00JieBaHUs B CEMbE, OOCYIUTh CO CIELUAIUCTOM BCE
BONPOCHI, CBSI3aHHbIE C HacleloBaHMeM 3aboneBanus. B Poccum Menuko-reHeTHueckue
KOHCYJIbTAIlMK paboTalOT MPAKTUYECKU B KaXK0M PETHOHE.

['omonmcTUHYpUs U3-3a AeduluTa METUICHTETparuApodorar peaykTasbl cBsi3aHa ¢ MyTallusIMHU B
MTHFR rene. Myranuu B rene MTHFR npuBoasar kpepmeHTsTO paboTaer He Tak, Kak JOJKHO,
BbI3bIBasi HAKOIJIEHUE TOMOLIMCTENHA B OPTaHU3ME.

Kak ycTaHaBJIMBAaWOT AMArHO3 rOMOIMCTHHYPHUH cBsA3aHHOi# ¢ fe¢punnTom MTHFR ?
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Ha ocHOBaHMU KIMHMYECKMX CHMITOMOB Bpad MOXKET 3aIll0JI03PUTH 3a00JIE€BaHUE U Jajiee
OTNPABUThH MAalMEHTa Ha CIEHUAIU3UPOBaHHOE JlabopaTopHoe uccienoBanue. [Ipu stoit Gopme
TOMOIIMCTUHYPUM TOBBIIIAETCS B KPOBU YPOBEHb CBOOOJHOrO M OOIIEro rOMOLKMCTEHHA, U
CHIDKAETCS YPOBEHb aMHHOKHCIIOTHI METHOHMHA. VIHOT/1a KOHIIEHTpalusi METHOHWHA MOXKET OBITh U
B HopMme. lMccremoBaHme MOYM Ha OPraHMYECKH KHUCIOTHI TO3BOJSIET MCKIIOYUTH (POPMBI
TOMOIMCTUHYPUHM C METHJIMAJIOHOBOW amuaypueid. Jlajmee myreM MOJIEKYISPHO-TE€HETUYECKOTO
aHaynu3a BbIABIAIOT MyTauuu B reHe MTHFR. Ouenp BaXHO IPOBECTH 3TOTO aHAJIM3, TOCKOJIBKY
y’K€ M0 T€HOTHUIy B HEKOTOPBIX CIIydasiX BO3MOXKHO OIpPEACNIUTh OYyAET JU YYyBCTBHTEIBHOCTH K
Tepanuu BUTaMuHoM B6 mnu Her.

Kak jiedat romouucTuHypHIo cBsizaHHyI0 ¢ qepuuntom MTHFR ?

[Tpu 5T0i1 popMe rOMOIUCTHHYPHH MALMEHTHI HE HYKAal0Tcs B queTorepanuu. Jleuenue nedunura
MTHFR Bxirodaer mpuem OHOJOTHYECKHM AaKTHBHON 100aBkM -OeTramHa, a Takxke (oimeBoid
KUCIOTHI ™™, BuTaMuHOB B6 n B12, metnonnHa. Eciiv 1narHo3 ycTaHOBIIEH HAa paHHEN CTaauu U
Cpa3y jKe HauuHaeTcs JeueHue OeTamHoM, d(PPEKTUBHOCTH TEpalliu OYEeHb BbICOKas. JledeHwue,
HA4aToe MO3Ke, He YCTPaHAET CUMIITOMOB, HO MOXKET BbI3BaTh yNydlleHHE cOCTOsiHUS. JleueHue B
KaKJ0M KOHKPETHOM Cllyyae Ha3HauaeT Bpad. ToyHOE BBINOJIHEHHE HAa3HAYEHUN Bpaya I03BOJISET
JNOOUThCS MaKCUMaJIbHOTO 3¢ dekra oT neyeHus.

[Ipy HeoOXOaUMOCTH MPOBEACHUS XUPYPTMUECKOTO BMEIIATENbCTBA  005S3aTeIbHO
IIPOKOHCYJIBTUPOBATLCS C JI€YallUM BpadyoM, MPOBECTH HCCIEJOBAaHME HAa TOMOLIUCTEUH KpPOBH,
HIPEIIPUHITh MEPBI MPOUIAKTUKHA TPOMOO30B, YKa3aHHBIE B JJAHHBIX PEKOMEHIALINSX.

[Ipn romouuctunypumu, oOycnoBieHHON TsokensiM Jepuuurom MTHFR, BeiBnsercs
BBICOKMI PHUCK pa3BUTUS TPOMOO30B M TPOMOOIMOOIMUYECKUX HApYLIECHHH y JKEHIIUH, KaK Ha
OPOTSDKEHUM BCel OepeMEeHHOCTH, Tak M B MocieponoBoi mnepuon. K HHUM oTHoOcATCS
MHOXECTBEHHBIE apTepHaTbHBIE TPOMOO3bI, HUICOPEMOPATBbHBIA TpoMOO(IeOUT, TPOMOO3BI
BEPXHEr0 CaruTTAJIbHOTO CUHYCA U KOPTHKAIbHBIX BeH. ECTh aHHbIE O pa3BUTUU MPEIKIAMIICUU Y
Mmartepeii, ¢ romoucTuHyprei. OHaKo OOJIBIIMHCTBO OepeMEHHOCTEH y MaTepel ¢ KiIacCu4ecKoi
TOMOLIMCTUHYpPUEH MpoTeKanu 6e3 aKyIepcKUX OCI0KHEHUH.

[Ipu nepunure MTHFR y MaTepu BO3MOXKHBI NMOpa)KEHUSI HEPBHOM cCUCTEMBI y peOeHKa.
[Tostomy mamuentkam ¢ aedumurom MTHFR mnomydarommm Oetann (OMOTOTHYECKH aKTHBHAS
no0aBKa) HEOOXOIUMO  TMPOJOKUTH JAHHYIO TEpamuio BO BpeMs OEpeMEHHOCTH C IIEJbI0
NOAJEPKAHUS LIEJIEBOTO YPOBHSA T'OMOLIMCTENHA B KPOBU M, COOTBETCTBEHHO, MPEAYINPEXKICHUSI

OCJIOKHEHUH.
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Kaxkoii Hy?’KHO POBOAUTH MOHUTOPHHT /IJIsl NAIMEHTOB ?

Heo0OxomuM MyJIbTUIUCIUIUIMHAPHBINA MOAXO0M K HAOMIOJCHUIO U JICYCHHUIO TAICHTOB C
TOMOIIMCTUHYPHUEH CHEIHalMCTaMU pa3HbIX mOpoduie ¢ 1enpio oOecrnedyeHHs KOMILIEKCHOM
TEpamuu U CBOEBPEMEHHOW €€ KOppeKUMH Tpu HeoOXomumocTu. J[ns manueHToB ¢

TOMOLIMCTHHYpPHUEH HEOOXOIMMBI peryJisipHble 00CIeI0BaHUs, KOTOpbIe Ha3HAYaeT Bpad.

Kak manuentsl mnoJiy4aror Jiedenue B Poccuiickoii @enepanun?

I'oMOLUCTHHYPHUS OTHOCUTCS K YUCITY PEIKMX HAClIeACTBEHHBIX Oosie3HEN 0OMEeHa BEIlecTB
U BXOJUT B MEpeuYeHb peakux (opdaHHBIX) 3a00JIeBaHUH, JIEYEHUE KOTOPBIX MPOBOIMUTCS 32 CUET
CpeACTB pernoHanpHoro Oromxera . llocnme ycTaHoBIeHHE AMArHo3a HEOOXOIMMO BKIIOUCHHE
HalMeHTa B PErHOHAJBHBIM CErMEHT pPErucTpa IO >KU3HEYIPOXKAIOUIMM pelkuM (op(aHHBIM)
3a00JI€BaHUsAM, C LENbI0 JajbHEHIIero oOecrnedyeHus: HEOOXOAUMBIM JICUEOHBIM NHUTAHUEM U
JIEKapCTBEHHBIMHU IIpernaparaMyd. B pa3HbIX pernoHax 3a BEJACHHME PETrucTpa OTBEYAIOT pa3HbIE
CHEIHMAJIMCThl, HO 4Yallle BCEr0 3TO BPAYU-TEHETUKH, MOITOMY IIOCIE YCTAHOBJIEHHUS IUarHo3a

00513aTeJIbHO HY>KHO OOPAaTUTHCS K pETHOHAIbHOMY Bpayy I'€HETHKY.
Kak MoryT nomorarhb poasble u 6s1u3kue?

He 3a0biBaiiTe — OT cemMbu  TakKe 3aBUCUT ycrex JjedeHus. HyxkHo coOmonaTh
pPEKOMEHIAllMK, HU TpPH KaKUX YCIOBHUSX HE JOMYCKAaTh «CPBIBOB» B JIMETOTEpAIUH, CIEIyET
yIensATh BHUMaHWE peabuIuTallMM M TUTAHOBBIM OOCienoBaHUSAM. Bce 4iIeHBI CeMbU JOMKHBI
3HaTh, YTO PeOCHOK HYXKJIAETCS B OCOOOM TMHUTAaHUU U OJIM3KHUE POACTBEHHUKH JOJIKHBI OCBOWTH
HaBBIKH pacyeTa JIUeTHI.

Poputenu manueHTa ¢ TOMOLMCTUHYPHEH, a B JAIbHEWUIIIEM U CaM MAalUeHT JOJKHBI ObITh

06yquH IIpaBUJIaM OpraHu3alu TCparnu.

IIpuioxkenue B2. Ilpumep «3KCTPEHHON NAMSATKI

ITamsaTka IpA OCTPOM NPUCTYIIC I'IAYKOMBI.

Ocrpsrii ipuctyt riaykoMsl (OI1D7) kpuTHdeckoe COCTOSTHUE, XapaKTePU3YIONTUECS PE3KUM ITOBHIIIICHHEM
BHyTpuriasHoro nasienus (BI'[l), cHIbkeHHuEM OCTPOTHI 3pEHHUS U BRIPAKEHHBIM OOJIEBBIM CHHIPOMOM
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BCJIC/ICTBUE BHE3AITHOTO M ITOJIHOTO 3aKPBITHS yriia nepeaneii kamepsl rinasza (YIIK). bes nedyenus cocrosiaue
yIrpoKaeT ObICTPOH ¥ HeOOPaTUMOU yTpaTOW 3pPUTEIbHBIX (PYHKINH MO TPUIHHE PA3BUTHS TIIAyKOMHOHN
aTpoduu 3puTETLHOTO HEPBA.

PeOeHOK npenbsIBIsAET Kalo0bl Ha CYIIECTBEHHOE YXYAIICHHE 3PCHUSI, TIOSBICHUE PAIy)KHBIX KPYTOB
BOKPYT UCTOYHHKOB CBETa, CHIIbHYIO 0OJIb B TIOCTPAIABIIIEM I1a3y, BO3MOXKHA UPPAJIHAIUs 110 X0y BeTBEH
TPOWHUYHOTO HEepBa (BEpXHUMN Kpai OpOUTHI, 100, BUCOK, CKYJIOBasi 00JIaCTh), @ TAK)KE TOIIHOTA, PBOTA,
Opanukapaus. Habmomaercs 3acToiiHas HHBEKIHA (TTIOKpacHEHHE) TIIa3HOTO s10J10Ka, O1edapocmasm,
BO3MOJXKEH PEaKTHUBHBIM OTEK BEK, POTOBHIIA TEPSCT XapaKTEPHBIN OJIECK, II1aJIKOCTh U 36PKATBHOCTD,
BBITJISIUT TIOJYITPO3PAYHOM, IEPOXOBATOMN (KOHTPOJIb IO 3I0POBOMY I1a3y). — BUAHO HepaBHOMEpPHOE
pacuipeHne 3padyka ¢ pe3kuM 3aMe JICHHEM HITH OTCYTCTBUEM PEaKIMU Ha CBET (KOHTPOJIb O 37I0POBOMY
riasy).

[ToMo1k Ipu OCTPOM MPHUCTYIIE IIIAYKOMBI JOJKHA OBITh OKa3aHa HEMEAJICHHO!
B nmepByro odepenp HEOOXOANMO BBI3BATH CKOPYIO TIOMOTIH !

['nmaBHas 1eTb — CHU3WUTH BHYTPHUIJIA3HOE JaBliCHHE M HOPMaJIM30BaTh KPOBOOOpAIICHUE B T1a3y s
BOCCTAHOBJICHUS TUTAHUS CETUYATKHU M 3pUTEIILHOTO HEPBA.

BBeaure aHaabreTHKH, 4TOOBI CHATH 00/Ib

I[IISI YMCHBUICHU IIPUTOKA KPOBU K I'Ia3aM HAa3HAYAIOTCA ropA4re€ HOKHBIC BaHHbI B TCUCHHUE Yaca,
TOPYUYIHHUKH K UKPOHOXXHBIM MBIIIIIaM. HaLII/IeHTa H€O6XO,Z[I/IMO roCrrTajInu3upoBaTh B Oq)TaJ'II:MOJ'IOl"I/ILIeCKOQ
OTACJICHUC CTallMOHAapa.

IIpunoxenue I'1-I'N. HIkanbl oueHKH, BONPOCHUKH U APyrue OLleHOYHbIEe
HHCTPYMEHTbI COCTOSHUSA NMAUMEHTA, IPUBEACHHbIEC B KIIMHUYECKHUX

PeKOMEeHAAnUsAX

He npumenaromcs
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