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Cnmcok cokpameHui

JHK — ne3oxcupuOOHyKIIEHHOBAs KUCIIOTA

CB — cunapom Buibsimca

CJ] — caxapublit nuabet

Ox0KI" — sxokapauorpadus

KKT — keny104HO-KUILIEYHBIA TPAKT

BIIP — BpoX1€HHBII TOPOK Pa3BUTHUSA

BIIC — BpoxaeHHBII MOPOK Cep/Ilia

MPT — MarHuTHO-pe30HaHCHAs TOMOTpadus

M6 — Merabaza

V31 — ynbTpa3ByKOBOE HCCIIEJOBAHUE

XMA — XpOMOCOMHBIN MUKPOMAaTPUYHbIN aHAIU3

MLPA — multiplex ligation-dependent probe amplification — mynbTHIIIEKCHAS aMIUTADUKALINS
JUTUPOBAHHBIX 30H]IOB

FISH — ¢nyopecuentnas rubpuausanus in situ

** — mpemapar BXOJIUT B MEpPEUYEHb KM3HEHHO HEOOXOIUMBIX M BOXKHEUINIHUX JIEKAPCTBEHHBIX
npenaparoB (Pacnopsoxkenne [IpaBurensctBa PO ot 12.10.2019 Ne 2406-p (pen. ot 23.12.2021)
<O0 yTBEepXKIEHUU TEpPEeyHs IKUZHEHHO HEOOXOAMMBIX U BaXXHEHIINUX JIEKAPCTBEHHBIX
MpenaparoB, a TakKe MepeyHel JeKapCTBEHHBIX MTPENnapaToB A MEAUIIMHCKOIO MPUMEHEHUS U
MHUHHUMAJIbHOTO aCCOPTMMEHTA JIEKQpCTBEHHBIX TMperapaToB, HEOOXOAMMBIX [UJIi OKa3aHUs
METUITMHCKOU MTOMOIIIH )

# — npumenenue off-label, To ecTh BHe 3aperUCTPUPOBAHHBIX B MHCTPYKIIMH JIEKAPCTBEHHOTO
CpeICTBa TOKa3aHUM OCYHIECTBIAETCS MO PEIICHUI0 BpaueOHOM KOMHUCCHH, C pa3pelieHHs
JlokaapHOTO ATUYECKOTO KOMHUTETAa MEIWIIMHCKOW opraHu3anuu (IpH HAIWYUH), C YCIOBHEM
MOJMUCAHHOTO HMH(MOPMHUPOBAHHOTO COIJIacUsi poAuTeNeld (3aKOHHOTO MpPEACTaBUTENs) U
MalyeHTa B Bo3pacte crapiie 15 nert;

**k — MENUIMHCKOE W3Jelie, HMIUIAHTUPYEMOE B OpraHuU3M 4YellOBeKa MpH OKa3aHUHU
MEIUIIMHCKOW TIOMOIIM B paMKaxX NPOrpaMMbl TOCYJAPCTBEHHBIX TapaHTUW OeCIIaTHOTO

OKa3aHMs TPaKJIaHAM METUIIMHCKOW MOMOIIIH.



TepMuHbI U onpeaeIeHUs

CHHIPOM — COBOKYITHOCTH CHMIITOMOB C OOIITUMU 3THOJIOTHEH U TTATOT€HE30M

Mera6a3za — eqununa jymabl GpparmenTa JJHK paBHas | MIImmnoHy HyKJI€OTHIOB



1. KpaTkasi ungopManus mo 3a00J1eBAHNI0 UM COCTOSTHUIO (rpynime

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1. Omnpenenenne 3a00J€BaHUSl WM _COCTOSIHHS (IpPynnbl_3a00JIeBAHMHA _HMJIM

COCTOSIHM)

Cunapom Bumbsmca (CB) — MHOXECTBEHHBIM BPOXKIACHHBIM TOPOK Pa3BHUTHS,
BKJIIOUAIOLIMI B ce0e XapaKTepHble NpPU3HAKH, TaKWe KakK MOpPakeHUE CepAeyHO-COCYIUCTOU
cUCTeMBl (Kak MpaBWUJIO, HAJIKJIANaHHBIA CTEHO3 AaO0pPThI, CTCHO3 NEpUPEPUUECKUX JIETOUHBIX
apTepuii, SIaCTUHOBAs apTEPHONATHs), OTIWYUTENbHBIM (DEHOTHN (TaK HA3bIBAEMOE <JTUIIO
anbday), HHTEIUIEKTyaldbHas HEIOCTATOYHOCTh (OOBIYHO JIETKOW CTENeHu), OCOOEHHOCTHU
noBeneHus (Kak TpaBWio, J0OpOXKenaTeabHBIA  XapakTep, HapylIeHUs  COIHAbHBIX
KOMMYHHKAIIHHA U XapaKTePHBIA HEHPOIICUX0JIOTMIECKHIA TPO(UITH), HU3KOPOCIOCTH M TTATOJIOTHS
SH/IOKPUHHOW CHCTEMBI (XapaKTEepHbl TMIIEPKAIbLIMEMHUS, HApPYIIEHUs YTJIEBOJHOrO OOMEHa,
TUIIOTUPEO3, paHHEe MOJI0BOE co3peBaHue). Takxke paclpoCTPAaHEHHBIMH PU3HAKAMU SBIISIOTCS
nedeKThl SMau U pocTa 3y0oB, MyxJjble ryObl U Xpuruibiil romoc [1-3]. Ciexyer oTMETUTH, YTO
KOMOHMHAIMSI CHMITOMOB Y Ka)KJI0TO OT/AEJIBHOr0 MallueHTa MOKET OTIMYATHCS U HE 0053aTeNbHO
OyJneT TOJIHOW; HU OAWH W3 KIMHUYECKUX CHMIITOMOB HE SIBJIIETCSI OOJMTaTHBIM, CHHIPOM

npeamnojgaracTca UMCHHO Ha OCHOBAHUHN COBOKYITHOCTH XaPAKTCPHBIX KIMHUYICCKHUX HpOfIBJ’IGHHfI.

1.2. DTHOJOrHSA M NATOreHe3 3200J1eBAHNSA WJIH COCTOSHHUSA (rpynnbl 3200J1eBaHUNI

HJIM COCTOSTHMIA)

bonesnr BO3HHMKaeT mpeuMyllecTBEeHHO crnopaanyecku. [Ipuumnoit CB  sBisiercs
rerepo3urotHas genemnus ot 1,5 go 1,8 merabas (M6) Ha xpomocome 7q11.23, B 061acTh KOTOPOI
BKJIIOUEHBI 26-28 TeHOB.
Ha ceroansiminuii geHs 0osiee mogpoOHO U3BECTHO O BKJIAJIE HECKOJIBKHUX U3 ITUX I'€HOB B
dbopmupoBanuu ¢penoruna CB [3]:
e ELN — naTonorus cepaeqyHo-COCYTUCTON CUCTEMBI;

o LIMK1 — nHapymienue BU3yalbHO-IPOCTPAHCTBEHHBIX TO3HABATENBHBIX CITIOCOOHOCTEH;

e GTF2l — cHWXeHHWE HHTEIVIEKTa, CHUXKEHHE CIIOCOOHOCTH K  COIMAJIbHOMN
KOMMYHUKAIIHH;
e STX1A — yuyacTByeT B BBICBOOOKICHHH HEHPOTPAHCMHUTTEpPA M CEKPEIMH WHCYJINHA,

MOJKET UTpaTh poJib B pa3BUTUU nuadera npu CB;



e BAZ1B — 6enKoBBIi MPOAYKT I'eHa CBA3BIBACT PEIENTOp BUTaMuHa D, BeposSTHO, BHOCHUT
BKJIaJ] B pa3BUTHE TUNepkanbiimemun mpu CB;

o CLIP2 — mpennonaraercs yyactue reHa B HapyIHIeHUU (QyHKIIUN Mo3xkeuka npu CB;

e GTF2IRD1 — cBs3an ¢ GopMHPOBAHUEM YEPETTHO-TTUIIEBBIX OCOOCHHOCTEH (PeHOTHUTIA;

e NCF1 — cBs3an ¢ yMEHBIIICHMEM PHUCKA THIICPTOHUH.

Ponb npyrux renoB B pa3sutuu penoruna CB mpogomkaer u3ydarbes.

1.3. DnuaeMuoJorus 3a00JeBaAHUA MJIH COCTOAHHUA (rpynmbl 3a00J€BAHUNA WJIH

COCTOSIHMH).

YacroTa BcTpewaeMocTu cunapoma Bunbsamca onenuBaercs B 1:10000 HOBOPOXKICHHBIX;
B HopBeruu yactora BcTpeuaeMoctu coctamiseT 1:7500 HoBOpokmeHHbIX. [lopaxkarorcs oba

110J1a ¥ BCE 3THUYECKHUE IPYIIIBI B paBHOU cTenenH [3, 7, 15].

1.4. OcCO0CHHOCTH KOAUPOBAHNS 3200J1eBAHNA NJIH COCTOAHNSA (ITPYINbI 3200J1€BaAHUMI

HJIN  COCTOSIHMIT) mo MeKIYHAPOAHOM CTATHCTHYECKOH KJaccupukanmuy O00Je3Hed U

po0JIeM, CBSI3aHHBIX CO 3I0POBbLEM.

MKB-10: Q93.8 — JIpyrue aenenuu u3 ayTocoMm.
MKB-11: LD44.70 — Jleneruu 7 XpOMOCOMBI.

1.5. Kiaccudukanug 3200JeBAHUS WJIHM COCTOSAHHNA (rpynnsl 3a00J1eBaAHUA WJIHN
COCTOSIHMH).

Her.

1.6. Knuunueckas KapTHHa 3200J1€BaHNA UM COCTOSTHUS (rpynnbl 3a00J1eBaHUN WX

COCTOSIHM

Pannee pa3zButue. ['pynHble 1eTH 6€CIOKONHHBI, MOTYT OTMeUaThCs cl1adblil cocaTeabHbIN
pednekc, dacras pBoTa, 3amopsl W 00ib B kuBoTe. Habmromaercs 3amepikka (puznyueckoro
pa3BUTHA, TEMI POCTAa COCTaBIsAET MpUMEpHO 75% OT HOPMAJIbHOIO M OCTAETCS TaKUM Ha
IPOTSDKEHUH BCETo neproa pa3Butus pedenka [33]. Koneunslit poct B3pocnoro namuenrta ¢ CB,
KaK IIPaBUJIO, HUKE TPETHETO MEPLIEHTUIIA, 3TO cOOTBETCTBYET SDS pocra meHee -2. Ha nepsom
roJTy KM3HH TUI0X0H HabOop Beca CBSA3aH C TPYAHOCTSAMU MIPU KOPMJIEHUH, HApyIIEHUSIMU (DYyHKIIUN
cocaHus M TJOTaHWs. JlIUTENbHbIE KHUIIEYHbIE KOJMKU MOTYT pa3BUBAThCSA BCIIEICTBHE
ractpos3odareaqbHOro  pedarokca, XPOHMYECKMX 3alopoB W/ HMIM  HAWONATHYECKOM
runepkanpiuemueii. Mnagenupl ¢ CB  I'MINOTOHMYHBI, y HHUX 4acTO TIPUCYTCTBYET

FI/IHepMO6I/IJIBHOCTI: CYCTaBOB, YTO B COBOKYITHOCTH NPUBOJHUT K 3aACPKKE MOTOPHOTO pa3BUTHUS.
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CamocrosiTennpHas xoap0a HadyMHAETCS B Bo3pacte 10 24 mecsieB. MokeTr ObITh 3aJepikKa
peudeBoro pasButus [8].

Tak Ha3pIBaeMoOe <«IHMIO 3Jb(a» SBISETCS MCTOPUYECKU YCTOSIBIIUMCS OIpEeICHUEM
BHEIIHUX (peHoTunuyeckux ocodeHHocrell nanueHtos ¢ CB. IIpu ocmoTpe B mo0oM Bo3pacte
oOpamaloT Ha ce0si BHUMaHME CIEAYIOIIME MPU3HAKU: IIUPOKUI 1100, nepuopOuUTanbHas
HPUITYXJIOCTh BEK, «3BE3AUaTHI» PUCYHOK PayKKH, TOTYyObIe Tiia3a, BeepooOpas3HbIid pOCT BOJIOC
y BHYTPEHHET0 Kpasi OpoBeii, 3amaBIias IepeHOCHIIa, KOPOTKUH HOC C IIMPOKHUM, IPUILTIOCHYTHIM
U HECKOJIBKO B3JIEPHYTHIM KOHUMKOM, JAJIUHHBIM QUIBTD, IUPOKUI POT, MyXJible I'yObl, HUKHSISA
MHUKPOTHATHUs, HENPABUIIbHBIN MpUKYyC, OONbIIMEe MOYKHM yiield. B paHHeMm nerckoM Bo3pacrte
Oosee OYEBUIHBI SIUKAHTAIbHBIE CKJIAIKH, MOJHBIE IIEKH, MEJIKUE, IMIMPOKO pPacCTaBICHHbIE
3yObl; y B3pPOCHBIX MAIIEHTOB CYOBEKTUBHO «HM3MOXKICHHBII» BUJ, TIPEUMYIIECTBEHHO 33 CUET
BU3YaJIbHO YJ/UIMHEHHOTO JIMIa W ILIEH, BBIPAKEHO MOKAaThIX Iuled. MoryTr Habmogatbes
TUIEPMOOUIBHOCTD CyCTaBOB, TUIIEPIIOPI03, ckonuno3 [3, 15].

JInunoctHble ocobeHHocTH. Ilanmentst ¢ CB oueHb JpyXemoOHBI, SMIIATHYHBI,
COLMAIIBHO aKTUBHBI, TPEBOXKHBL. Y HHX «...l0OpOXKeNaTeIbHBIH XapaKkTep — OHH JIIOOST BCeX,
BCEMH JIFOOMMBI U O4€Hb 00aATeNbHbI [44]. ATanTUBHOE OBEACHUE HE KOPPEIUPYET C YPOBHEM
MHTEJJIEKTA U OKa3bIBAETCS MEHBILIE 0XXMIAEMOr0 KaK y AETEeH, Tak U y B3pociblX [3], 4TO
OTPHULATENIBHO BJIHSAET Ha CIOCOOHOCTD B3pocibiX ¢ CB QpyHKIIMOHMPOBATH CAMOCTOSITENBHO.

HNuTennexryanbHoe pazBuTHe. bonbmmHCTBO manueHToB ¢ CB MMEIOT HEKOTOPYIO
CTENEHb MHTEJUIEKTYaJIbHOM HEIOCTATOYHOCTH, KOTOpas MOYKET BapbHpOBATHCS OT JIETKOW IO
ryookoi. B GonbmmHcTBe ciydaeB (75%) HaOmromaercs jerkas CTENeHb MHTEIUIeKTyalbHON
HenocTatouyHoCTH — cpenuuid [1Q oxono 55. B nenom 1Q konebnercst ot 40 no 100; HekoTopbie
nanueHTsl umeroT [Q B mpeaenax Hopmbl [3]. ['eHaepHBIX pa3nuuuil B MHTEIUIEKTYalbHBIX
CHOCOOHOCTSX HE 0OHapyxeHo [38].

OcCo0eHHOCTM KOTHMTHMBHBIX (MO3HaBaTedbHbIX) (GyHkumii. Y mnamuentoB ¢ CB
XOpOILIO pa3BUTa KpAaTKOBpeMEHHasi BepOaibHas MaMsIThb M pedb, B TO K€ BPEeMs OTMEYaeTcs
3pUTENBHO-TIPOCTPAHCTBEHHAs] WJIM KOHCTpPYKTHMBHAs ampakcusi. OObruHO netn ¢ CB mpu
TECTUPOBAHUU TOJY4al0T OoJjiee BBICOKME OAUIbl MO BepOaIbHBIM MOATECTaM, YeM IO TeCTaM,
U3MEpPSIOLIUM  3pPUTEIbHO-IIPOCTPAHCTBEHHBIN  KOHCTPYKTUBHBIM  mpakcuc  [39,  45].
Koruurtusnsiit npoduis npu CB He 3aBucut ot yposas 1Q [3].

CnocooHoctn k oOyuenuro. Ilanmentel ¢ CB OTHOCHTENBHO XOPOLIO OBJIAJEBAIOT
HaBbIKAMU YTEHUS B OOBEME CpelHEH WIKOJbI, OJHAKO YPOBEHb Y4YEOHBIX HABBIKOB OYEHb

Ppa3JInYCH. Hapbiku uTeHUs KOppCIIMPYOT C KOTHUTUBHBIMUA CHOCOGHOCTHMI/I, a HE C A3bIKOBBIMH.

8



BOnbmme TpyIHOCTH BO3HUKAIOT C MUCHbMOM, PUCOBAaHUEM M MaTeEMAaTUKOW. MHoOrue B3pocibie ¢
CB cniocoOHBI BBITIOIHATE MPOCTHIE apu(METHUECKUE NeHCTBUS HaBbIKaMu [46].

Komop0OnHbie ncuxuyeckue u noBeeHYecKkne HapyumeHusi. TpyJHOCTH ¢ CEHCOPHOM
MOAYJISIIMEH/ CEHCOpHOW 00paboTKOW (HampuMmep, HEMEePEeHOCUMOCTh T'POMKHX 3BYKOB),
TPYJHOCTU C SMOLIMOHAIBHON peryisuuel, CHHAPOM AeuinTa BHUMAaHUS, FeHepaIn30BaHHOE
TPEBOXKHOE paccTpOCTBO U crienuduueckue Gpodbun Berpevarorcs y 80% manuentos ¢ CB [3].

V¥ Hekotopeix Aereil ¢ CB BcTpedaroTCsi CUMITOMBI, XapaKTEpHBIE JJIsl PaccTpOHCTBA
ayTUCTUYECKOr0 CIIEKTpa, HaIpUMEp, OrPaHUYCHHbIE MHTEPEChl M MOBTOPSAIOIIMECS IEHCTBUS
[41].

VY nereit ¢ CB cunapom nedunmra BHUMaHHUs BecTpedaeTcs B 65% cirydaeB, a TPEBOKHOE
pacctpoiictBo — B 57% (00bruHO crienupuyeckue podun) [47].

TpeBoxkHBIE paccTpoiicTBa HAOMIOAAIOTCS Ha MPOTSHKEHUM BCEH JKU3HM;, JIOHTHUTIOAHBIC
MCCJIEI0BAHMS TPEBOKHOCTH YKA3bIBAIOT HA €€ pacnpocTpaHeHHOCTh y jojaei ¢ CB B 80% [438].
BeposiTHOCT, BO3HHMKHOBEHHsI (DOOMYECKMX pPACCTPOWCTB KOppEIHpyeT ¢ Oojiee HUZKHM
MHTEJJIEKTYaJIbHBIM YPOBHEM U 00Jiee BbIpaXKEHHBIMU TPYAHOCTSAMU noBeeHus [49, 50].

Hapymenusi cua. IIpobnembl co cHom Habmiogarorcs y — 65% mroneil U BKIIIOYAIOT
TPYJHOCTH 3achlllaHUSl CHA M CHIDKEHHE KadecTBa CHa (OECHOKOWHBIN, MPEepPBIBUCTHINA COH,
YJIMHEHHE MeJIEHHOH ¢a3bl cHa) [9].

Cepaeuno-cocyaucrasi cucrema. Haubonee pacnpocTpaHeHHBIMU —IpoOsieMaMu
ABIIIOTCS HAJKJIAllaHHBIA CTEHO3 aOpThl, KOTOPBIA MOKET yXYyIIIAaThCsa B TedeHHE *Ku3HU. [Ipn
OTCYTCTBHM JIEUEHUS MOXET NPUBOIAUTH K TOBBIIICHHUIO AABJICHUS B JIEBOM XKEIYAOYKE, €ro
rUnepTpoduu 1 K pa3BUTHIO CEplIeYHON HegocTaTouHocTH [3, 11]. Takxke pacnpocTpaHEHHBIMU
npobiieMaMu SIBIISIFOTCSI CTEHO3 BETBEH JITOYHOM apTepuu, NePEeKThl MEXIKETYIOYKOBOM U
MEXIPEACEPAHON NEPETOPOAOK, CTEHO3 ITOUYEUYHBIX apTEPHi, TUIIOIIIa3Usl a0pThl. ApTepHalbHas
TUIIEPTEH3Hs, B TOM 4YHCJIE€ BTOPWUYHAs II0 OTHOIIEHUIO K CTEHO3y IIOYEYHBIX AaApPTEPHUH,
BcTpedaetcs y 40-50% naruentoB ¢ CB 1 MoeT mposBIATHCS B JTIOOOM BO3pacTe. Y IJTMHEHNE
untepsaia QT ObuT0 3apeructpuposano y 13,6% [3, 12, 18].

Opranbl yyBcrB. CHmkeHue ciyxa BbuiBisierca y 63% npereit m 92% B3pocibIX,
IPUMEPHO B IIOJIOBUMHE CJIydae BbI3BaHA NPOTPECCUPYIOIIEH CEHCOHEBPAJIBHOM TYrOyXOCTBIO.
[upoko pacpocTpaHeHbl CyOKITMHUYECKHE HAapyIIeHUs ciiyxa. YacTo HabII01al0T XpOHUYECKUE
CpeIHUE OTUTHI, MOBBIIIEHHYIO YYBCTBUTEIBLHOCTh K TPOMKUM 3BYyKam [3, 13].

bonpmmHcTBO manmeHTtoB ¢ CB uMeOT XpUIUIBIA WIM HU3KHHA TOJOC, BEPOSTHO,

BCJIICACTBHUEC Ile(bHI.IHTa 9JIaCTHHA, KOTOpBIfI MNPpUBOAUT K aHOMAJIMAM TOJIOCOBBIX CBA30K.
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HenpaBunbHbIi NpUKyC, TUIIOIUIA3Hs AYMAIK 3y00B, TUIIOJAOHTHS U MUKPOJIOHTHSI TAKXKE SBIISIOTCS
JacThIMH pobaemamu [3].

JHaokpuHHas cucrema. Huskuit poct (SDS pocra meHee -2) u paHee IOJOBOE
co3peBaHMe HAOMIOMAIOT y OonblIMHCTBA manueHToB ¢ CB; y yYacTu MalMeHTOB B JIETCKOM
BO3pacTe JUArHOCTUPYIOT TMEPBUYHBIN TUIIOTHPEO3, HApYyIIEHUs YIJIeBOJHOTO oOOMeHa
(HapyIIeHHE TOJIEPAHTHOCTH K TJIIOKO3€ W CaxapHbBId Auaber), a TaKkKe HINOMATHYECKYIO
UH(aHTUWIBHYIO THIIEpKaNbluemMuio. [ nnepkansiuemus Berpeyaercs y 15-50% nanuentos ¢ CB,
HauboJee ApKO MPOSBISETCS B IEPBBIE JBA TO/a KU3HH (MOKET MPUBOJUTH K YACTBIM 3a1l0paM U
PBOTaM, MBIIICYHBIM CYJI0pOTaM, pa3apaxuTenbHocTh) [3, 14, 18].

Teuenne 3a0oseBaHusi. Y  OOJBIIMHCTBA B3pOCIBIX  IALIMEHTOB  CHUMIITOMBI
IPOrPECCUPYIOT: Ppa3BUBACTCSl apTepUalibHas TUIEPTEH3Us, METa0OJIMYECKUN CHHIPOM,
caxapHblii nuabeT, yacTble PEeUUIUBUPYIOUME MH(PEKINH MOUYEBBIBOAAIIUX MyTell M 0OJe3HU
KEJTY0YHO-KUIIIEYHOTO TpaKTa (XPOHUYECKHUE 3aIophl, )KeTYHOKaMeHHas: 0onie3nb). HecMoTps
Ha TO, YTO €CTh COOOLIEHUS O CIIOCOOHOCTH HEKOTOPBIX MAallMEHTOB BECTH HE3aBUCUMBIN 00pa3
JKU3HU, B OOJIBILIMHCTBE CIIy4aeB JAOCTUTHYTh IOJIHOM CaMOCTOSITENIbHOCTH, KakK IMpPaBUIIO, HE
ynaercs. [Tanuentsl ¢ CB mpogomkarT KUTh TU00 ¢ pOAUTENSIMU, TMO0 B CIICUaTN3UPOBAHHBIX
YUPEXKIEHUSX, TJI€ UM MOXKET ObITh 0OecreueH MOCTOSHHBIN yxon [3, 15].

I'enoTun-genornnuyeckue koppeasinuu. [IpoTsokeHHBIE ASTEUA B KPUTHIECKOM IS
CB peruone Bcrpeuarotrcs pasmepamu ot 1,5 M6 (90-95% cmywaeB) mo 1,84 M6 (5-10%
naiueHToB ¢ CB). bonee Tsxkensiii ¢eHotun ¢ Haubollee CHIKEHHBIMH KOTHUTHBHBIMHU
CIIOCOOHOCTSIMU HaOMIOAAeTCs Y Ul ¢ OonbIuMu nenenusmu (2-4 M6 u Oornee), 4eM y JIUIl CO
crangaptaou nenerumedt (1,5-1,8 MO). JIuma ¢ MEHbIIUMU 11O pa3MepaM JeTeIUsIMH, UMEIOT, KaK
IIPaBUJIO, IEPEMEHYMBBIA (PEHOTUI U MOTYT ObITh 0€3 MHTEJUIEKTYaIbHON HEJ0CTaTOYHOCTH, HO
CO CXOKMMHU TOBeJIeHYecKUMH ocoOeHHocTsMHU. [TleneTpanTHOCTh coctaBmnsieT 100% [3].

Muddepennmmnansuas quarnocruka (cMm. Ilpunoxenne A3.1). CB crenayer ominuars ot
JIPYTUX CHHJIPOMOB, XapaKTePU3YIOUIUXCS HU3KOPOCIOCThIO, 3aJIEP>KKON pa3BUTHSI, CHHAPOMOM
nedunuTa BHUMAHHUS U THIEPAKTUBHOCTH, JUIEBBIMU ocobeHHocTsmu, u/unu BIIC. B nepByto
ouepellb, K HUM OTHocATcsA: cuHiapoM Hynan, aemenus 22qll.2 (cungpom [du-Jlxopmxwu),
cugapom Cwmura-Marenuc, cunapom KaOyku, ¢eTanbHbIM ankoroipHbI cuHIpoM. Jluma c
HaJKJIATTAaHHBIM CTEHO30M a0PTHI JIOJDKHBI OBITH 00ciietoBanbI 1i1s uckiouenus CB [3].

OcHOBHBIE CUMIITOMBI, HabmoMaemple y manueHToB ¢ CB B pa3sHom Bo3pacte — cMm.

[Ipunoxenue A3.2 [33].
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2. InarHocTUKa 3200/1eBAaHNS WIN COCTOSIHUSA (TPyNIbI 3200/ 1eBAHNIA MJIH
COCTOSIHMI), MEAMIIUHCKHE MOKA3aHUS M NPOTUBONOKA3aHUS K IPUMEHEHHUIO

METOJA0B JTHUATHOCTHKU.

Kpurtepuu ycraHoB/IeHUs IMATHO3A.

JlnarHo3 cumTaeTcs MOATBEPKIECHHBIM B CIIydae BBISIBICHUS I'€T€PO3UTOTHOMN JEIELUH B
KpuTHueckoM  peruoHe  7ql1.23  MONEKyNSIpHO-TEHETMYECKMMM WM MOJEKYJSPHO-
LUTOreHeTHYeCKUMH MeTojaMu. CHekTp KIMHUYECKHX CHUMITOMOB Y HAIMEHTOB MOXET

OTJIMYATBCA U HU OAWH U3 ITPHU3HAKOB HEC ABJISICTCA OOJIMTaTHBIM.

Obpawaem 6HUMAaHUe, YMO, CO2NACHO MPeOOBAHUAM K paspabomke KIUHUYECKUX
PeKoMeHOayull, K KaxcooMy me3ucy-pekomeHoayuu Heobxooumo yKazvléams CUly peKoMeHOayull
u OokazamenvbHyro 6asy 6 COOmMEemcmeuUu coO WKALAMU OYEHKU YPOBHSI OO0CMOBEPHOCMU
ookazamenvcms (YI[/]) u ypoeus ybeoumenvrocmu pekomenoayuii (YYP). [na mrozcux mesucos
YVP u V]I 6yoem Huskum no npuyune OMCYMCMEUS NOCBAUJEHHBIX UM KIUHUYECKUX
uccneoosanuil  gvlcokoeo ousauina. Heezupas na smo, onu AenAOMCA  HEOOXOOUMbIMU

/leMeHmamu 00C1ed06anus nayuennma onsa YyCmaHo6JIeHUA ouazno3a u 6bl60p6l MAaxKmuKu j1e4eHUuA.

2.1. Kaj100LI 1 aHAMHE3

[Tpu cbope anamuesa u xkano0 cienyeT oOpamiaTh BHUMaHHUE Ha:

® TIOpaXXEHUE CEPIIEYHO-COCYAMCTON CHUCTEMbl — HaJKJIANaHHBIA CTEHO3 aOpThI SBISAETCS
HauOosee 3HAYUMBIM COCTOSTHMEM, KOTopoe BcTpeuaercss y 75% mnauuentoB c¢ CB,
nepudepruyeckuil CTEHO3 JITOYHBIX apTEepUid, KaK MpPaBMUJIO, XapaKTEpeH B OoJbLIeH
CTETEHM JUIsl TALIMEHTOB MJIQJICHUYECKOT 0 BO3PACTa;

e XapakTepHble (EHOTUITNYECKHE OCOOEHHOCTH — <JTULO AMb(ay;

® TpU3HAKHU AUCIUIA3UU COEIMHUTEIbHON TKAHU (XPUIUIBIN T0OJ0C, TaXOBbIE WU MYTIOYHbIE
IPBDKU, TUIIEPMOOUIIBHOCTE CYCTaBOB, MsITKasl «0apxaTHash» K0Xa);

® HHTEJUIEKTYalbHBIA AEQUIUT Pa3IMuHOMN CTENEH! BBIPAXKEHHOCTH;

® O0COOCHHOCTH TIOBeJeHUS (MOBBILIEHHASI JAPYKETOHOCTh, TPEBOXKHOCTb, CHHIPOM
nedunuTa BHUMaHHS U TUIIEPAKTUBHOCTH);

® 33/IepKKYy pOCTa;

® [1aTOJIOTHIO 3HJOKPHUHHOM cuCTeMbl (MaronaTuyeckast HH(aHTHIbHAs TUIEPKaIbIeMus,

paHee TOJIOBOE CO3PEBaHME, HAPYIIIEHUs yriieBogHOoro oomena) [3, 8, 10, 12-14, 36, 58-
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62].

2.2. DusukajabHOE 00CIeT0BAHUE

du3ukanpHOE 00CIeI0BaHNE AIIMEHTOB U Mmogo3peHnn Ha CB:

e OIlICHKa (PU3UYECKOr0 pa3BUTHUS — IMPOBEICHUE AHTPOTIOMETPHUECKUX HCCIEAOBAHUN
(¥3MepeHue pocTa, U3MEPEHHE Beca),

® HCCIIEJIOBAHUE CEPICUHO-COCYAUCTON CHCTEMBI: H3MEPEHHE apTEPUAIBHOTO JaBleHus (Ha
BCEX YEThIPEX KOHEYHOCTSIX );

® HCCIIEJOBAaHUE KOCTHO-CYCTaBHOM CHCTEMBI: BBISIBJICHHE THIIEPMOOMIBHOCTH CYCTaBOB H
nedhopmaruii M03BOHOYHKKA (JIOPA03, KU(O3, CKOJINO03);

® HCCIIEIOBaHUE TIOBEJCHUYECKUX PACCTPOMCTB (MOBBIIMICHHAS APYKEIOOHOCTh, CHHIPOM
neduuTa BHUMaHUSL U TUIIEPAKTUBHOCTHU, 00CECCUBHO-KOMIYILCUBHBIE PACCTPONCTBA,
ayTUCTUYECKHE MPOSIBICHUS);

® JCCIe[OBaHHE KOTHUTUBHBIX ()YHKIUH: BBIABICHHWE HAPYIIEHUH  3pUTEIBHO-
pOCTpaHCTBEHHOTO BoctpusTus [3, 8, 10, 28, 36, 58, 63].

Iloopobno dannvie uzuxkarbHo20 06C1€0068aAHUS ONUCAHBL 8 pA30eie «KIUHUYECKAs KaAPMUHAY.

2.3. JIabopaTopHbIe TUATHOCTHYECKHE NCCICI0BAHNS.

° Pexomenayercst  ompeneieHHe CTPYKTYpHBIX  BapUaHTOB TE€HOB B o0Opasie
OMOJIOTHYECKOT0 MaTepHaia APYroM WM HEYTOUYHEHHOM, HEKJIacCU(UIIMPOBAHHBIE B APYTUX
pyOpHKax, METOAOM MHOXECTBCHHOH JIMTa3HO-3aBUCUMOM aMIUTM(HUKAIMK 30HJOB BCEM
nanueHTam ¢ nojo3peHrneM Ha CB ¢ menpio MOATBEPXKACHUS IUArHo3a Ha MOJEKYJISPHO-
reHETHYEeCKOM ypoBHe [3, 36, 64-69].

YpoBeHnb yoenureabHocTn pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapuu: neobxooum nouck oeneyuti 6 pecuone 7q11.23. Memoo MLPA sensemcs 6onee
DACRPOCMPAHEHHbIM U YHUBEpCAnbHuIM O ouacnocmuku CB, 00HaKo KIUHUYECKUX
UCCIe008AHULL BbICOKO20 OU3AlHA, HENoCpeOCmeeHHO nocesaujeHnbix ouaznocmuxke CB, He
nposoounocs. Hecmompsa na smo, memoo payuoHanibHO paccmMampusams 8 Kauecmee nepeot
JUHUU OuacHocmuku. Basicno nonumams, umo ompuyamensvnuie pesynomamol JJHK-ouaecnocmuxu
He no360.1A10Mm UCKI04YUms Henocpeocmeenno CB unu naciedcmeennwlil xapakmep 3a001e6anusl
6 yenrom. Onpeodensamv maxkmuxy /[HK-ouacnocmuxku u unmepnpemupogams ee pe3yibmambl
Modcem monvko epau-eenemux. Heobxooum npuem (ocmomp, Koncyromayus) epava-zeHemuxa
NepeUYHbIUL U NOBMOPHBLLL.

° Pexomenayercst  ompeneieHHe  CTPYKTYpHBIX — BapuUaHTOB T€HOB B o0Opasie
12



OHMOJIOTHYECKOr0 MarepHaia APYroM WIM HEYTOUYHEHHOM, HEKJIacCU(UIUPOBAHHBIE B APYTUX
pyOpHuKax, METOJJOM MHO>KECTBEHHOW JIMTAa3HO-3aBUCUMOM aMIUTM(PUKAIUK 30H/I0B NAllUEHTaM C
nono3penreM Ha CB, umeronum oTpunarenbHble pe3ynbrarel FISH-nuarnoctuku, ¢ 1emibro
MOATBEPIKICHHS AUArH03a Ha MOJIEKYJIIPHO-TEHETUYECKOM ypoBHE [36].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 4)
KommeHnTapuu: g ciyuae ompuyamenvhvlx pezyiomamos FISH-ouacnocmuxu npoooumcs
uccnedosanue memooom MLPA. B cnyuyae ompuyamenvhvix pe3yibmamos UcCieo008anusl
memooom MLPA, nposooums ouacrocmuxy FISH-memooom meyenecoobpasno. Onpedensimo
maxmuxy /[JHK-ouaenocmuku u unmepnpemuposams ee pe3yibmamvl MONMCem MONbKO 6pau-
eenemux. Heobxooum npuem (ocmomp, Koncynbmayus) 6paua-2eHemuxa NnepeudHbli U
NOBMOPHULLL.

o Pexomennyercsi monexynapHo-yumozeHemuyeckoe ucciedoganue (FISH-wemoo) nHa oowy
napy xpomocom BceM HalueHTam ¢ nojpo3perreM Ha CB ¢ 1enbio moaTBepKIAeHus AuarHo3a Ha
MOJIEKYJISIPHO-TEHETUUECKOM ypoBHE [3, 34].

YpoBeHb yoenuTeILHOCTH PeKOMEeHIaluii A (YpOBEHb TOCTOBEPHOCTH JIOKa3aTeIbCTB — 1)
Kommenmapuii: neobxooum nouck oeneyuti 6 pecuore 7q11.23. Hccneoosanue memooom FISH 6
Kayecmee nepeoul TUHUU 803MOINCHO 8 cliyuae HedocmynHocmu memooa MLPA. Jluaenos mosicem
ObiMb YCMAHOBNEH 6 pe3yibmame NpPo8edeHUsl MOJeKYIApHO-2enemudeckux (memoo MLPA, 6
HOMEHKIamype MeOUYUHCKUX yciye ‘‘onpedenenue cmpykmypHulX 6apuanmos 2eHo8 & oobpasye
buonoeuuecko2o mamepuaia OpyeoM UIU HeYMOUYHEHHOM, HeKIACCUpuyuposanHvle 8 Opyeux
pyopuxax, MmemoooM  MHONCECMEEHHOU  NUSAZHO-3A6UCUMOL  AMAIUPUKAYUU  30HO08 ),
MONEKYAAPHO-YUMO2EHeMU4ecKux memooos (memoo FISH, 6 Homenknamype meOuyuHcKux yciye
“monexynsapno-yumozenemuyeckoe ucciredoganue (FISH-memoo) na oony napy xpomocom ”; unu
XMA, 6 Homenkniamype MeOUYUHCKUX Ycaye ‘Monexynsipnoe kapuomunupogarue Ha J[HK-
MUKpomampuyax” unu cex8eHUupoB8aHus NOIHO020 2eHOMA, 8 HOMEHKIAmype MeOUYUHCKUX YCye
“onpedenenue sapuanmos 2eHo8 8 00paszye OHUOIO0CULECKO20

mamepuana opy2om Uiy HeymoyHeHHOM, HeKIACCUDUYUPOBAHHbLE 8 OpYeUX PYOPUKAX, MEMOOOM
8bLCOKONPOU3B00UMENbHO20 ceKeeHuposanus”’). Memoo MLPA payuonanvho paccmampusams 6
Kauecmee nepeoll JUHUU OUACHOCMUKYU UAU HNpu ompuyamenvhvix pesynvmamax FISH-
ouaznocmuxu. CB ne modrcem Obims noomeepiicoer nymem cmaHoapmHo20 Yumoz2eHemu4eckoeo
uccnedosanus (kapuomuna).

Baoicno nonumams, umo ompuyamenvuvie pezyromamel JJHK-Ouacnocmuku He no3gonsiom

UcKirovumo HenocpedcmeeHHo CB unu uacneocmeenmblil xapakmep 3abonesanusi 6 yeiom.
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Onpeoensmo maxmuxy /[JHK-ouacnocmuxku u unmepnpemupogams ee pe3yibmamvl MOiCem
monvko  epay-ceHemux. Heobxooum npuem (ocmomp, KOHCynrbmayus) 6pava-zeHemuxa
nepeudHbIUL U NOBMOPHBIU.

o Pexomenayercsi uccieoBaHle YpOBHS OOIIETO KalbliMsi B KpOBU BceM manuentam ¢ CB ¢
LICITBIO BRISABIICHHS runepkanbuuemus [20, 34, 70-72].

YpoBeHb yoeauTejbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii: cunepranvyuemus A6151emcs OOHUM U3 Yacmulx cocmoanuil y nayuenmos ¢ CB.
Hccneoosanue nposoosim npu nepsuyHoll NOCMAaHo8Kke OUacHo3a u oaiee 8 OUHAMUKe Kaxicovle 4-
6 mecsayes 0o 2 nem, nocie — edcecoono [3]. Takoice npu Heobx00uMocmu npoeoosm
uccnedosanue yposHsa ocghopa, UOHUZUPOBAHHO20 KAbYUSL 8 KPOBU.

e Pexomenayercsi NpoBeACHHE aHaIU3a KPOBU OMOXHMMHUYECKOrO OOLIETEpaneBTHUYECKOIO
(uccnenoBaHusl YPOBHS TIIFOKO3bI, TPUTIIUIIEPUIOB, XOJIECTEPUHA, JIUIONPOTEHHOB, X0JIECTepHUHA
JUTONPOTENHOB HHU3KOW IUIOTHOCTH, XOJECTepUHA JIUIOMPOTEHHOB BBICOKOW IUIOTHOCTH B
KpPOBH), MCCJIEI0BaHUE INIMKUPOBAHHOIO reMorioOnHa KpoBu BceM mamueHTam ¢ CB ¢ nenbio
BBISIBJICHUS] METAa0OJIMUYCCKUX HAPYILICHUI U CBOCBPEMEHHOW Koppekiuu coctosiaust [20, 21, 73].
Taxoke He0OX0IMMO HCCIIeIOBaHNE MOYEBUHBI M KPEATHHUHA KPOBH ISl OLIEHKH (PYHKITUH MTOYEK
[3, 74].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii B (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 3)
Kommenmapuii: xonmponb noxaszameneil HeoOXoO0um 6 C@A3U C HapyuleHuem memadoausma
2NIIOKO3bl U TUNUOOB, YACMBIM PA3EUMUEM HAPYULeHUs MOAePAHMHOCMU K 2/II0KO3€e U CAXAPHO20
ouabema y nayuenmos ¢ CB. [lannvie uccredosanusi nposoosm npu nepeudHoll noCmaHosKke
ouazHo3a u danee 8 OuHamuKe He pedice 1 paza 6 200.

e Pexomenayrworesi uccienoBanusi ypoHs TupeorpornHoro ropmona (TTI'), cBoboanoro
tpuitoaTuponuHa (CT3) B kpoBu, cBoOoaHoro tupokcuHa (CT4) B chIBOpOTKE KPOBH BCEM
nanuenTam ¢ CB ¢ 1enpro OleHKH U KOHTPOJIS (PyHKIMM IIUTOBUIHOM *Kemessl [22, 23, 24]
YpoBens yoenutejabHocTH pekomenaanmii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii:  neobxooum  pecynsapuviti  KOHMPOTIb  (DYHKYUOHANLHOU — AKMUSBHOCMU
WUMOBUOHOU JfceNe3bl, 8 C6A3U C PACHPOCMPAHEHHOCHbIO MOPQPONOSULECKUX AHOMATUL
Cmpoenus WUmosUOHOU dcenesbl (SUNONLA3us, IKMONUS, 2eMUazeHesust), KOomopwle Hacmo
CONpPoBOIHCOAOMCs CYOKIUHUYECKUM UNU ABHLIM 2unomupeosom. Hccrnedosanus npoooam Tipu
YCMAaHo8Ke OUacHO3d U 0daiee 8 OUHAMUKE BCeM NAYUESHMAM exce200HO0 00 3 Jiem, oanee 8 CpeoHeM
1 paz 6 2 200a [3].

e Pexomenayercsi 00muii (KIMHUYESCKUI ) aHATTU3 MOYH BeeM manueHTam ¢ CB ¢ 1enbio oleHKH
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COCTOSIHHSI MOYEBBIICIUTEIIbHON cucTeMbl [16, 17, 18]

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii: konmponv nokazameneti HeoOXo0UM 8 C8:3U C 8blCOKOU pacnpOCMPAHEHHOCHbIO
v nayuenmos ¢ CB paccmpoticme moueucnyckanusi u uH@eKyuill HUNCHUX MOUesblx nymel,
XpOHUYECKUX 3a00/1e6aHUll NOYeK, CaxapHo2o ouabema U apmepualbHol 2unepmeH3ul.
Hccnedosanue npogooam npu ycmanogke OUacHo3a u oanee 8 OUHAMUKEe 6CeM NAayueHmam
edce200Ho He pedice 1 pasa 6 200 [3].

e Pexomenayercsi HCCIEOBaHME YPOBHS KajblUsg B MO4Ye, OIpeAeicHHue Kalbluii-
KPEaTHHHUHOBOT'O COOTHOIIEHHUS B Pa3oBOM Mopuuu Mouu BceM manueHtam ¢ CB c¢ unenbto
CBOCBPEMEHHOTO BBISBIICHUS U KOPPEKIMU TUTIepKaibiimypuu [19, 34, 71].

YpoBeHsb yoeauTebHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)
Kommenmapuii: onpedenenue Kanbyuti-KkpeamuHUHO8020 COOMHOULEHUsL 8 PA3080L NOPYUU MOYU
aensiemcsi 6o1ee MOYHbLIM MeMmoOOM OUACHOCIMUKU IKCKpeYuU Kaabvyus ¢ Moyou (cm. Ilpunoscenue
A4). llayuenmam ¢ CB Heobx00umo uzbecamv nepedo3uposku sumamuna D, maxk kax on mModcem
O0ONOIHUMENbHO CNOCOOCIMBOBAMb VEEIUUEHUIO BCACLIBAHUS Kabyus 6 Kuweunuke [3, 18, 19, 33].
Hccnedosanue nposodsm npu ycmanoske OuacHo3a u oajee 8 OUHaAMuKe 6ceM NayueHmam
edce200H0 He pedice 1 paza 6 200 [3].

e Pexomenayercsi HMcCeIOBaHUE YPOBHS KpeaTMHWHA B Mode BceMm mamueHtam ¢ CB mpum
YCTaHOBKE JHMAarHo3a ¢ IeJIbI0 OLIEHKH COCTOSTHUS MOYEBBIJCIUTENIbHONU cuctemsl [3, 16, 17, 37,
72].

YpoBeHnb yoenureabHocTn pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)
Kommenmapuii: konmpons nokazamereti Heo6X00UM 8 C853U C 8bLCOKOL paACNPOCMPAHEHHOCbIO
v nayuenmos ¢ CB paccmpoiicmé moueucnyckanus u UHQEKYull HUNCHUX MOYe8blX nymel,
XpOHUYECKUX 3a00/1e6aHUll NOYeK, CaxapHo2o ouabema U apmepualvHol 2unepmeH3ul.
Tayuenmam maxoice HeoOX00UMO onpeodesienue cKOpoCcmu K1yoouKo8ou Guibmpayuu no ypogHo
KpeamuHuHa Kpoeu pacuemuvim memooom [37]. Hccredoeanue nposoosm npu ycmaHogke
ouaecHo3a u oanee 8 OUHAMUKE BCeM NAYUCHMAM exce200H0 He pedice 1 pasa 6 200 [3].

e Pexomenayercs ucciaenosanue ypoHs 25-OH Burtamuna /[ B kpoBu BceM naruentam ¢ CB
MpH YCTAaHOBKE JMArHo3a ¢ LeJbl0 METUKAMEHTO3HOW KOPPEeKIUU AepuirTa BUTaMuHA J| mpu
Heobxoaumoctu [20, 32, 72].

YpoBeHnb yoenurenabHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)
Kommenmapuii: y nayuenmos ¢ CB Heobxooumo obecneuusamv 00CmMAamouuvlii YpPOBeHb

sumamuna [, uzbezas nepedozuposxu. Ilpu nooospenuu na oegpuyum eumamuna [, 8axCHO
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npoeepums ypoeeHb eumamura ,ZZ 0o Hauana mepanuu. Ha NPOMANCEHUU 6CE20 JIEUYEHUA

He0bX00UMO KOHMPOIUPOBAMb YPO8eHb Kaavyus 6 kposu [3, 20, 32].

2.4. UncTpYMEHTAJIbLHbIE IUATHOCTHYECKHE HCCIeI0BAHNS.

o Pexomenayercsi peructpainus 3JIeKTpoKapauorpammbl Bcem naiueHtam ¢ CB ¢ menbio
OLIEHKH COCTOSIHUS CEPACYHO-COCYIUCTOM cuctemMsl [27, 75-78].

YpoBeHb yoenuTejbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii: ooszamenvro usmepenue unmepsaia QT. Paznuunvie namonocuu cepoeyHo-
cocyoucmoui cucmemvl ecmpeuaemcsa y 80% nayuenmos ¢ CB u saenaiomca ocHOSHuIMU
npuyunamu cmepmu. Haubonee uacmvimu naxookamu wna IKI' saengiomca eunepmpogpus
Muoxapoa Jn1eeoco U npagoeo dceayooukos u yoauunenue ummepsara QT (QTc). QTc
aAccoyuUpoOBaHoO €  BbICOKUM PUCKOM JHCETYOOUKOBLIX MAXUAPUMMULL, GHE3ANHOU CepOedHOl
cMepmu U 8bICOKOU 4acmomou nepuonepayuoHHol CMeEpmHOCMU, 8 C843U C IMUM HeobX00uMa
peaucmpayuu 21eKmpoKapouocpammol nepeo JiioObiM XUpypeuieckum MeuamenbCmeom. maKice
HeoOX00UMO NPOBOOUMb OYEHKY 8CeX (haKmopo8 PUCKa GHE3ANHOU CepOeyHOU cCMepmu, 8 mMom
yucne npuem nekapcms, cnocoocmeyrowux yonunenuio QTc, ocobenno, neped Hauaiom npuema
npenapamos, NPUMEHSIOWUXCsL Rpu cuHopome deduyuma enumanus u cunepaxmusnocmu (ATX:
NO6B, Ilcuxocmumynamopsi, cpeocmea, npumensemvle npu CUHOpoMe Oeuyuma 6HUMAHUS C
2UNEePaKmueHocmplo, U HoomponHvle npenapamol)[26, 27]. Hccaredosanue nposodsim npu
YCMaHo8Ke OuacHo3a u oanee npu Kaircoom NoCeweHuu 8pava-oemckoco Kapouonoza/ epaya-
Kapouonoza, a makxice nepeo Ao0vIM XUpypeuueckum emeuamenbcmeom [3].

e Pexomenayercsi mpoBeaeHNe dxokapauorpaduu BceM naruenTam ¢ CB ¢ 1enpio onieHkH u
MOHHUTOPHHTA COCTOSHUSI CEPACYHO-COCYTUCTOM cucTeMsl [3, 35, 75, 76, 78-80].

YpoBenb yoeauTebHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenmapuii: ¢ nomowwro IXO-KI' npogoosim KoauuecmeeHHyio OYeHKY pa3mepos Kamep
cepoya, GbIPANCEHHOCMb 2UNEPMPOPUU MUOKAPOA, AHOMAIUU AOPMATLHO20 U MUMPATLHO2O
K1anamos, degexmuvl nepe2opodok cepoya, mempaoa Panno. Hccnedosanue nposooumces npu
yemanogke ouazrHo3a u oanee 8 OUHAMUKE edHce200HO 00 OOCMUdICeHUs S-1emHe2o 8o3pacma,
3amem no HeoOXOOUMOCMU, 8 3ABUCUMOCMU OM HAIUYUS U CMENeHU NOPAdXCeHUs cepOedHo-
cocyoucmoti cucmemsi [3].

e Pexomenayercsi MpoBeeHNE XOITEPOBCKOTO MOHHTOPHPOBAHHS CEPJCYHOTO PUTMA BCEM
naruedTaM ¢ CB ¢ [enpio OIEHKH M TOCIEAYIONIEr0 MOHHTOPHWHTA COCTOSIHHS TIPOBOJISIICH

CHCTEMBI cep/Iiia, cepaeuHoro putma, ananusa QTc [3, 35, 78, 81, 82].
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YpoBeHb yOeauTeJbHOCTH PpeKoOMeHAauWil ajs naereii B (ypoBeHb J10CTOBEPHOCTH
aokazateabcTB — 3), Adasi B3pociabix C (YpoBeHb [I0CTOBEPHOCTH [10KA3aTeJbCTB —
4)Kommenmapuii: nposeoenue ucciedosanuss OUKMYemcss HeoOX0OUMOCMbIO MOHUMOPUHSA
COCMOSIHUAL 8 CBA3U C BbICOKUM PUCKOM BHE3ANHOU CepOedyHOl CMepmu, AcCOYUUPOSAHHOU C
yonunennvim unmepsanom QTc. Basicho nomHume, ymo pso npenapamos, KOmopbvie MO2ym
NPUMEHAMbCA Y NAYUEHMO8 C CUHOPOMOM Oeqhuyuma 6HUMAHUSA U 2UNEPAKMUBHOCMU, A MAKHce
8 NepuonepayuoHHOM nepuooe, 8 Mom 4Hucie C Yeiblo anecmesuu, NPUBOOSM K YOIUHEHUIO
unmepsana QTc [28]. Hccrnedosanue nposoosam npu ycmanogke OudasHo3a u oaniee 8 OUHAMUKE
edice200Ho 00 5 iem, 3amem 1 pas 6 2 2ooa [3].

e PexoMenayercsi TpoBeneHHE ayAHOMETpHH BceM manueHTam ¢ CB ¢ menpio BBISBICHUS
u3MeHeHus ciyxa [29, 30, 33].

YpoBeHnb yoenurenabHocTu pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenmapuit: Oemsam pexomenoyemcs edxce200Hoe — ayouoiocuieckoe 00ciedosanue.
B3pocnvim mpebyemces nposedenue ayouonocuueckoeo oociedosarnus 6 eozpacme 30 nem, oanee
€ NOBMOPHBIMU 00CTe008AHUAMU Kadcovle 3 2004.

e Pexomenayercsi yapTpa3ByKOBOE UCCIIEOBAHUE IIUTOBUIHON KeNe3bl M MapaidTOBUIHBIX
Kee3 BceM nanrenTam ¢ CB ¢ 1ienbro BhISIBICHHS aHOMATUi pa3BUTHS IIIUTOBUIHOM kKene3bl [23,
24].

YpoBeHnb yoenurenbnocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
Kommenmapuii: y nayuenmog ¢ CB modcem 6ulasisimvcsi AHOMANUU paA36umus (2UNONAA3US,
9KMONUs, 2emudzere3us) wumosuoHou dicenesvl. Hccrnedosanue npogooumcs npu yCcmaHosKke
ouazHo3a u dasee 8 OuHamuxe He pedce 1 paza 6 200 [3].

e PexoMenayercsi MpoBeICHNE YIBTPAa3BYKOBOTO UCCIIEAOBAaHUS TIOYEK BceM manueHTam ¢ CB
C LIEJTBIO BBISIBIICHUS CTPYKTYPHBIX aHOMAIIMH ITOYEK M CTEHO3a MMOYeYHbIX apTepuit [3, 19, 27, 37,
84].

YpoBeHsb yoenuTeabHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii: 603Mm001cHo 0OHapyd#ceHue CmpyKmypHblX AHOMANUU pa3eumus noyex, 0CoOeHHO
BAJCHO NpoGedeHUue YIbMpPazeyKo8020 UCCIEeO008aHUs NOYEeK NpU HATUYUU aApMEPUAIbHOU
2UNepmen3UU ¢ Yeiblo CB0EBPEMEHHO20 BbIAGNIEHUS CIMEH03a noYeunsvlx apmepul. Hccnedosanue
npo6oOsam npu ycmaHoske ouacHo3a u oOanee He pedce 1 pasa 6 5 nem unu uawe (npu
Heobxooumocmu) [3].

o Pexomenayercs mpoBeieHHE KOMIIBIOTEPHO-TOMOTpapuueckoi aHruorpaduu aopThl 1/

WJIM MarHUTHO-PE30HAHCHOM ToMorpaduu cep/iiia 1 MaruCTpajabHBIX COCY/I0OB BCEM MAIlEHTaM C
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CB npu HajqMuyM{ TSDKEIOrO HAIKJIAllaHHOTO CTEHO3a A0PThI C IIENBbI0 YTOYHEHHUS THKECTH
nopaxenwus [3, 27, 28, 85-88].

YpoBeHb yoeauTejlbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

2.5. Uuple AHArHOCTHYECKHE MCCAe10BAHUS

Koncynemayuu cneyuanucmog mo2ym oKa3wleamuvcsi NAYUEHMAM HA PA3HBIX SMANAX OKA3AHUS
MEOUYUHCKOU NOMOWU, 8 MOM HUCTIE 8 NEPUOO OUASHOCIMUKU 3A001e8aAHUS.

e Pexomenayercs rnpueM (OCMOTp, KOHCYJIbTAIMsA) Bpaya-TeHETHKA MEPBUYHbBIN U TTOBTOPHBIM
(mpr HeOOXOAMMOCTH) BCEM MAIMEHTaM C KIMHHYecKuMH npu3Hakamu CB ¢ 11enpio npoBeneHust
QG pepeHIMaIbHON TMarHOCTUKH, onpeaenieHus Taktuku JJHK-muarnoctuky u MHTEpIipeTaiiu
MOJYYeHHBIX pe3ynbTaToB [3, 64-69, 89, 90].

YpoBeHnb yoenurenbnocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
Kommenmapuii: xpye oughghepenyuanbHo-ouacHocmuyecko20 noucka cm. 8 npunodcenuu A3.1.
Meouxo-eenemuueckoe KOHCYIbmMupoganue — 3TO npoyecc npedocmasieHus npobandy, e2co
cemve UM OQUYUATLHBIM ONEeKYHAM UHGOpMayuu 06 2Muoiocul, cnocobe Hacie008aHus
3a601€6aHUsl, 0 NOCIEOCMBUSX 2eHEMUYECKUX 0edeKkmos, Yymobbl NOMOUb ceMbe 8 OPeaHU3aAYUL
oanvHeliue2o HaOMOO0eHUs, NPasuIbHO20 YX00d 3a pebeHKOM, pedOunumayuu U COYUaIbHOU
adanmayuu. Meouko-eenemuueckoe KOHCYIbMUPOBAHUE BANCHO makce OJisl VMOYHEeHUs
2eHeMUYeCcKoe0 cmamyca Opy2ux 4YleHO8 CeMbl, Umo HeoOXo0uMo npu OdlbHeluem
NIAHUPOBAHUU  OeMOPONCOeHUsT U 00CYIHCOeHUsT BONPOCA O  BO3MONCHOM — NPOBeOeHUU
NPEHAMATLHO20 2EHEMUYECK020 MeCmMUpOSanusl.

CB Hacnedyemcs  aymocOMHO-OOMUHAHMHBIM ~ CNOCOOOM, OOIbWUHCMBO — Oeneyul
sosHukaem de NOVO, xoms coobwanoce o cayuasx nepedadu 3a601e6anus om pooumenell K
pebenxy. B oOonvwuncmee cayuaes pooumenu npodamoa ummaxmusi. Ilpu omcymcmeuu
kaunudveckux npusnakoe 3a CB y pooumeneil, npogedenue noucka muxpooereyuu 71011.23,
uoenmughuyuposanHou y npobanoa, npedcmasisemcs Heyenecooopazuvim. Puck ons cubcos
npobanoa 3aeucum om cmamyca pooumeneu. Eciu nopasicen ooun uz pooumeneti, puck ons
Kaxcooeo cubca yuwaciredosams muxpooeneyuio 1011.23 cocmasnsiem 50%. Ecau pooumenu
UHMAKMHbL, PUCK 0N CUOCO8, KAK NPAGUNIOo, HU3KUL, HO 6bluie OOWEnOnyIAYUOHHO20 6 CUTLY
HEeB03MOICHOCMU UCKTIOUUMb COHAOHBIU MO3auyusm y pooumenei. [na nomomcmea npobanoa
meopemuyeckull. puck podcoeHus 0oabHo2o pebenka cocmasnsiem 50% 0 kadcoou
bepemennocmu, 6He 3agucumocmu om nona oOyoywezo pebdenka. OnmumanvHoe 6pems Os

07’lp€()€JZ€HZ/l}Z ceHemu4ecKkoeo pucka u 060)/’9!6‘087-11/[}1 BO3MOINCHOCHIU npeHamaJleOZO/
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NPEUMNIAHMAYUOHHO20 2EHEMULECKO20 MECMUPOBAHUS — 00 HACMYNIeHUS OepeMeHHOCMU.

° Pexomenayercsi mprieM (OCMOTp, KOHCYJbTAIlMs) Bpada-TeHETHKA TOBTOPHBIA BCEM
NalMeHTaM C TOATBEPXKICHHBIM JIMarHO30M M WICHAM HWX CEeMbU U/ WIM 3aKOHHBIM
NPEJCTaBUTEISIM TTAIIMEHTA C [IETbE0 HHTEPIIPETAIMH PE3YJIbTATOB TEHETHUECKOTO 00CIIeIOBaHUS
U MPOBEICHHS MEMKO-TEHETHYCECKOT0 KOHCYJIbTUpOBanus [3, 64-69, 89].

YpoBeHnb yoenurenabnocTn pekomenanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenmapuii: CB Hacnedyemcs aymocoOMHO-OOMUHAHMHBIM — CHOCOOOM,  OONbUUHCIEO
Oeneyuti 6ozHukaem e NOVO, Xomsi cO0OWANOCH O CLYHAsAX nepedayu 3a601e6anusi Om pooumerell
K pebenky. B 6onvwuncmee ciayuae pooumenu npodoanoa unmaxmmuei. Ilpu omcymcmeuu
Kaunuyeckux npusnaxoe 3a CB y pooumenei, nposedenue noucka muxpooeneyuu 71011.23,
uoeHmuuyuposanHol y npobanoa, npeocmaesisiemcs Heyenecooopasnvim. Puck ona cubcos
npobanda 3aeucum om cmamyca pooumenei. Eciu nopasicen ooun uz pooumenei, puck 0is
Kadcooeo cubca yuaciedosams muxpooeneyuto 1011.23 cocmasnsem 50%. Ecau pooumenu
UHMAKMHbL, PUCK 0151 cUOCO8, KAK NPABUNIO, HU3KUL, HO @bluie OOWEnOnyIsiyUOHHO20 8 CUTLY
HeB03MOJICHOCMU UCKTIOUUMb 2OHAOHBIU MO3auyusm y pooumenei. /s nomomcmea npobanoa
PUCK  podicoenus 00nbHO20 pebenka cocmasnsiem 50% 0 Kadxcoou OepemeHHOCMU, 6He
3asucumocmu om nona pebenka. OnmumanvrHoe 8pems 01 OnpedeneHuss 2eHemu4ecKko20 PUcKka u
00CYHCOeHUSL  BO3MOJICHOCIU — NPEHAMANbHO20/NPEUMNIAHMAYUOHHO20 — 2eHemU4ecKoeo
Mecmupo8anusi — 00 HACMYNAeHUsI OepeMeHHOCIU.

e Pexomenayercsi MpoBeICHNE aHTPOIIOMETPUUYECKUX HCCIe0BaHNi BceM manuenTam ¢ CB ¢
1IEJIBI0 KOHTPOJIS TTOKa3aTene Gpuznueckoro pa3sutus [3, 32].

YpoBeHnb yoenurenabHocTu pekoMmenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
Kommenmapuii: oyenusaiom pocm, eéec, SDS pocma, ckopocms pocma, UMT, SDS UMT. Yawe
sceeo y nayuenmos ¢ CB nabniooaiom nocmuamanbHylo 3a0epicky pocma (nudice 10 nepyenmuis)
u ymepennyio mukpoyeghanruro. Ilocne poowcoenuss nioxoi Habop 6eca 00ObIYHO CBA3AH C
MPYOHOCMAMU NPU KOPMAEHUAX U uacmuimu peomamu. CpeOHUull pocm 63pOCablX MYMHCUUH
cocmasnsiem 159 cm, owcenwun — 147 cm. Hccnedosanue pexomendyemcs nposooums npu
yemauogke ouazHo3a u oajee, Npu Kaxrcoom npueme (KOHCyibmayuu) epava-neouampa/ 8pava-
mepanesma lepaua obweti npakmuxu (cemetino2o 8paia) unu 6pava-2eHemuKa, 8paia-0emcKo2o
9HOOKPUHONI02a/ 8PAYA-IHOOKPUHONO02A JIeYeOHO-0UACHOCMUYEeCKOM NEPEULHOM U NOBMOPHOM.

e Pexomenayercsi mpreM (OCMOTpP, KOHCYIbTAIlUs) Bpada-AeTCKOTO SHIOKPHHOJOTa/Bpaya-

9HJIOKPUHOJIOTa IEPBUYHBIN U MOBTOPHBIN (ITpU HEOOXOIMMOCTH) BceM naruerTaM ¢ CB ¢ nenbio
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CBOEBPEMEHHOI'O  BBISBJICHMS (AMAarHOCTMKM) M  aJE€KBATHOM KOPPEKLUMH HAPYIIEHUH
SHJIOKPUHHOU cucTeMbl [3, 62, 73, 91].

YpoBeHnb yoenurenabnocTn pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)
Kommenmapuii: neobxooumocms KoHcyibmayuili 00YCLO61€HA BbICOKUM PUCKOM PA36UMIUSL
namono2uu IHOOKPUHHOU CuUcmembl (HapyuieHue moiepanmHoCmu K 210Ko3e, CaxapHblil ouabem,
2unomupeos, odicupenue, panHee noJ060e CO3pesanue, yxyoularnuee npocHo3 KOHeYHO20 pocma,),
a makoce 075l leYeHuUsi CMOUKOU 2UNEePKATbYUeMULL.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTallMs) Bpada Cypo0JIora-OTOPUHOJIAPUHIOJIOTa
NEpBUYHBII U IOBTOPHBIN BceM nanueHTaM ¢ CB npu ycTaHOBKE MarHosa M Jjajee B JMHaMUKe,
€XKEr0JIHO, C LIeJIbI0 POBEACHUS ayIMOMETPUH U BBIABIICHUS HapylleHui ciyxa [3, 29, 30].
YpoBeHnb yoenurenbnocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenmapuii: xapakmepnvl munuunsie ayouoiocudeckue 0coOeHHOCmuU, mMaKumu Kax
NOBbIUEHHAS YYBCEUMENbHOCb K 38VKAM, KOXJeapHas OUC@YHKYUS, CEeHCOHe8pAlbHAs,
KOHOYKMUBHAA U  CMEWAHHAS MY20YXOCMb  (RPeuMywecmeeHHo 6 6blCOKOUACHOMHOM
ouanaszone). BozmoodcHo nposedenue peuesou, USpoBOU, MOHANLHOU  AYOUOMEMPUIO,
mumnanomempuu [30, 31].

e PexomeHnayercsi npueM (OCMOTp, KOHCYJIbTalusl) Bpaya-IeTCKOro Kapauojora/ Bpaya-
Kap/iMoJiora NepBUYHbIN M MOBTOPHBIN BeeM narueHtam ¢ CB ¢ 1enbo OleHKH 1 MOHUTOPHHTA
COCTOSIHUS CEPACYHO-COCYUCTOM cuctemsl [27, 75-82].

YpoBeHnb yoenurenabHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
Kommenmapuii: no 6o3mosrcnocmu, Heobdxooumo, umodwl revenue nayuenmos ¢ CB npu naruyuu
cepoeuHo-cocyoucmot namoio2uu OCYuWeCmensaioch 8paiomM-0emcKum Kapouoio2om/epaiom-
Kapouonozom, umerowum onvim aevenus oemeti ¢ CB. Ilayuenmovr umerom 6vlcoKuii puck
pazeumus  apmepuanrbHOU 2UNEPMeH3UU U Opyeux cepoeyHo-cocyoucmvlx 3a001e8anuli.
Llenecoobpasno  noocusnenHoe  HabOMOOeHue  8pA4OM-0emCKUM  KapOUoio20M/8paiom-
Kapouono2om 015 pe2yapHo20 MOHUMOPUHEA COCMOSHUS CEPOeUHO-COCYOUCTOU CUCTIEMDL.

e PexomeHnayercss M3MEpEeHUE apTEPUAIBEHOTO JTABJICHUS Ha TIEPUPEPUICCKUX apTepUsIX BCEM
nareHTaM ¢ CB mpu KaX/IoM TOoCemeHHs] Bpavya-AeTCKOTO KapIroJora/Bpada-KapIuosora ¢
LEJIbI0 TUAarHOCTUKHU apTepUabHOM TUIIEPTEH3UN U CBOEBPEMEHHOIO Havaja MEJUKaMEHTO3HOU
tepanuu [3, 12, 27, 32, 62].

YpoBeHnb yoenurenabHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTeIbCTB — 4)
Kommenmapuii: neobxooumo npogooums uzmepenue HA NePUupepuyecKux apmepusx 6cex

KOoHeuHocmel. Apmepuanvnas eunepmensus Habawoaemcs y boavuiuncmea nayuenmosg ¢ CB, 6
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yacmu CIyyaes oHa pa3eusaemcsi 68 pe3yibmame cmeHo3a noieynou apmepuu [3, 27, 32].

e PexoMenayercs ipueM (OCMOTp, KOHCYJIbTALMS) Bpaya-IICUXHUATPa NEPBUUHBIN U IIOBTOPHBIN
(mpu HeoOxomuMocTH) BceM manueHTaM ¢ CB ¢ 1eNbl0 AMarHOCTUKH U TEPaliyd PacCTPOMCTB
ncuxuarpuaeckoro npoduis [3, 32].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )
Kommenmapui: y 80% nayuenmoe ¢ CB evisasnaomces conymcmeyiowue NCuxuyeckue u
nogedenueckue npoobiemvl, mpebytoujue ceoespemernol ouasnocmuku u revenus. C naubonvueu
4acmomotl 8blAGNAIMCA UHMELIEeKMYANbHAsL HeOOCMAmMO4YHOCMb, PobuuecKue U mpegodcHsle
paccmpotiicmea, Oeuyum SHUMAHUA C 2UNEPAKMUBHOCMbIO, HAPYUWIEHUS  NO8eOeHUs,
paccmpoiicmea cHa.

e Pexomenayercssi mnpueM (TECTUPOBAHHE, KOHCYJbTAIMS) MEIUIIMHCKOTO TICHUXOJIOTa
NEPBUYHBII ¥ TOBTOPHBIM (Ipu HeoOXoauMocTH) BceM mnamueHtaMm ¢ CB s oneHku
UHTEJICKTYaJIbHOTO U KOTHUTHBHOTO Aedurmra [3, 42, 62, 92].

YpoBeHnb yoenurenbnocTu pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)
KommenTapuu: unmennexmyanvnuas He0oCmamouHocms, Oeuyum 6HUMAHUSA, 3PUMENbHO-
NPOCMPAHCMBEHHO20 NPAKCUCA MO2YM Meuams pebeHKY 6 npuobpemeHuu OblMOBbIX U
COYUANbHBIX HABBIKOS, 8 00yuenuu. llposedennas ¢ nomowpro Gopmanru308aHHbIX MemoOUK
OUACHOCMUKA NOMOJcem O00beKMUBHO OYEHUMb GO3MONCHOCMU U NOMeHYuan pedenka O
onpeoeneHusi 00pa308amMeNbHOCO Mapwipyma u paspabomams NPoOSPAMMY AOUTUMAYUOHHBLX
Meponpusmuil.

e Pexomenayercsi mpueM (OCMOTpP, KOHCYIbTaIUs) Bpada-opTaibMOIOra MEepPBUYHBIN H
MOBTOPHBIN (MPU HEOOXOAUMOCTH) BceM manueHTam ¢ CB ¢ 1enbio TMarHoCTUKUA U KOPPEKIHH
[aToOJIOTUU OpraHoB 3penus [3, 32, 93-95].

YpoBeHnb yoenurenbHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
Kommenmapuii: npumepro y 40% nayuenmos ¢ CB duaecnocmupyrom Kocoenazue uiy aHoMaiuu
pedparyuu.

e PexoMeHnayercsi mnpueM (OCMOTp, KOHCYNbTallks) Bpauya-CTOMAaToJjiora JeTCKOro/Bpaya-
CTOMATOJIOTa TIEPBUYHBIA U MOBTOPHBIN (Tpy HEOOXOAMMOCTH) BceM nanuentam ¢ CB ¢ nenbio
JMArHOCTUKY M JICUCHHS CTOMATOJIOTMYecKux mpobiem [3, 32, 96, 97].

YpoBensb yoenuTejbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuii: y nayuenmog ¢ CB 00biuHo ManeHvKue, HeposHble, WUPOKO Cmoaujue MOJI0YHbLE
3y0bl. Pacnpocmpanennocmu kapueca modxxcem 6bimb C843aHA ¢ 2UNONIA3UEU IMATU, A MAKHCE C

mpyoHocmamu  npu  obOyyeHuu Oemel edNHCeOHesHOU 2ucueHe noxocmu pma. Ypoeens
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MPEBONCHOCMU peDEeHKA U CMeneHb UHMEeNIeKMYdIbH020 0epuyuma OO0AHCHbl YUUMbIBAMbCA 8
npoyecce pazeumusi COOMEEMCcmayIouux Hagvlkos. Bonpocel npoghunaxmuku u ceoespemeHnoco
Jleyenus 3a001e6aHull NOLOCMU pmMa O0COOEHHO AKMYAIbHbl 6 Kauecmee NpeoynpercoeHusl
pazeumusi uHghekyuouHo2o snooxkapouma [32].

e PexoMeHayeTcsl BceM MallME€HTaM C KJIMHUYeCKUMU npuzHakamu CB U ¢ yCTaHOBICHHBIM
muarHozom CB ydacThe B JIUArHOCTHKE M JICYCHUH MYJbTUAUCIHUILTUHAPHON KOMaHIbI
CIICIIMATMCTOB C 1IeJIbI0 COBMECTHOTO BEJICHMS TanuenTa [3, 32].

YpoBenb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)
Kommenmapuii: 3abonesanue xapaxmepuszyemcs nopaxceHuem MHO2UX Op2aHOo8 U Cucmem U
mpebyem KomniekcHou mepanuu. Iloxazanvl npuemsl (KOHCYIbMAYUU) BPAYA-2EHEMUKA, BPAYA-
0emcKo20 Kapouono2a, 8pava-Kapouoiozd, 8paia-1Hesponocd, 8pava-2acmposnmepono2d, 6paid-
0emcKo20 IHOOKPUHOIL02A, 8PAYA-IHOOKPUHOI02A, 8PAYA - OEMCKO20 YPOL02a-aHopoLo2a/ 8paya-
yponoza, epada-Hepono2a, 6pauaA-mpaeMamoio2a-opmoneod, 6pava-ouemosnozd, 8pavd-
ncuxuampa, epada-neouampa/spaua ooweli npakmuku (cemelinoeo epada)/ epava-mepanesma,
8paua-oghmanbmonoza, 8pava-aHecme3uo102a-peanumamonoed, epaia-cmomamono2d neyeoHo-
ouacHocmuyeckue nepsuyHvlie U NOBMOPHbLlE (Npu HeodXooumMocmu), npuem (mecmuposawue,
KOHCYTbmMayus) MeOUuyUHCKo20 NCUxoso2a NepeutHblil U NOSMOPHLIN, a makxdice epadeli Opyaux
cneyuanvnocmeu nayuenmam ¢ CB, umerowum napywenus @QyHKyuii coomeemcmeyioujux

opeanos u cucmem [3].

3. Jle4yeHne, BKIKYAA MEIUKAMEHTO3HYI0 U HEMEIUKAMEHTO3HY 0
Tepanuu, AMeTOTepanuio, 00300, 1uBaHNe, MEAUINHCKUAE OKA3AHUS U

NMPOTHBONOKaA3aHUA K IPUMECHCHHUIO METO/I0B JICUCHHUS.

3.1. CuMmnroMaTuyeckoe JedeHue

o Pexomenayercs nmpumenenue npenapara NOSCHO1 #Menatonnn nersm ¢ CB, umeromum
HAPYIICHUS CHA C IENbI0 O0JIETYCHHUS 3aChIMaHusl, TPOJOKUTEILHOCTH M KadecTBa cHa [3, 52,
53, 55, 56, 98, 99, 101]. /lo3za #menaroHMHa MOAOMPACTCS WHAWBUIAYyAbHO, KaK MPaBUIIO
HAaYMHaeTcs ¢ IMr m TuTpyercs Kaxnaele 1-2 Hemenw, MakcumanbHas jao3a 10mr, BHYTpb,
OJTHOKpATHO Tiepen cHoM. [IponmorrupoBanHas JekapcTBeHHast popMa #MeTaTOHMHA MOXKET OBITh
s PeKTUBHA T YBEIMUEHHS IPOJI0bKUTENIbHOCTH cHa [10, 51, 54-56].

YpoBeHsb yoenuTejlbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
KommenTapuu: y nayuenmos ¢ CB Ovlno 6visgneno omcymcmeue 3aMemHOo20 NOBbIULEHUS.

KOHYyenmpauyuu mejaamoHuHa nepe() CHOM U omcymcmey;ou;uﬁ HOYHOU NUK KOHYenmpayuu.
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Hounas cexpeyuss menamonuna cnocobcmeyem sacvinanuio u 2nyoune cua [10, 51, 100].
#Menamonun coxpawaem epems 3ACbINAHUA U YEEIUUUBAEM NPOOOIHCUMENTbHOCMb CHA, d
makdce umeem xopowwuu npogunv 6esonacnocmu. [loza Hmenamonuma noobupaemcs
UHOUBUOYATILHO U 8apbupyem om 2 00 5 Me 6HYymMpb, 0OHOKPamuo neped cHom. Ilporoneuposarnas
Jnekapcmeennas gopma  Humenamonuma moocem Ovimv  dppexmusHa 0ns  yeeaudeHus
npoooaxcumensrnocmu cua [10, 51, 54-56].

e Pexomenayercs npumeHenue npemnapata NOSCHO1 menaronun B3pocisiM ¢ CB, umeromum
HaApYIICHUS CHA C LENbI0 O0JIETYeHUs 3aChIlaHusl, IPOJOJKUTEILHOCTH U KadyecTBa cHa [3, 98,
101, 119]. PeskuM 103UpOBaHMSI COTIIACHO HHCTPYKIIHH.

YpoBeHb YoenuTeILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3)
e Pexomenayercsi npumeHeHue mnpenapata NO6BAO9 ArtomokcernH mnauueHtam c CB,
umeronmM PAC, ¢ nensio sedenus comyrctByromero CJIBI' mmu CIAB [57, 102]. Pexum
JIO3UPOBAHUS COTJIACHO MHCTPYKIIUH.

YpoBeHb yoenuTeIbHOCTH pekoMeHianuii B (YpoBeHb 10CTOBEPHOCTH JI0KA3aTeNIbCTB — 1)
KommenTapuu: amomoxcemun npumensiemes ons nevenusi C/{B u C/{BI"y demeti cmapwe 6 nem.
Ilpu npueme npenapama kpumuuno eadicen monumopune IKI' ¢ yenvto evisAgnenus npuHaKos
yonunenusi unmepeana QT 6 cuny mozo, umo nayuermol ¢ CB umerom meHOeHyuio K YOIUHEHUI
unmepeana QT, a npenapam Mmodxcem O0KA3bl8AMb OONOTHUMENbHOE GIUSAHUE HA €20
onumenvrocmos. Cymounylo 003bl NPUHUMAIOM OOHOKPAMHO ympom. B ciyuae nedocmuoicenus
mepaneemu4ecko2o 3¢)ghekma unu NioXou NepeHOCUMOCMU B03MONCHO pa3deieHue CYymo4HOU

003bl Ha 08a npuema (Ympom u no30HUM OHeM).

Pexomenayercss  mpueMm  (KOHCyJbTalus)  Bpaya-oTanbMmojora,  Bpada-cyploJiora-
OTOPUHOJAPUHTOJIOTa, Bpaya-IeTCKOro  JHIOKPHUHONOra/  Bpada-dHAOKPUHOJIOra, Bpada-
TpaBMaToJ0ra-opToneaa, Bpada-HEBpOJora, Bpada-licuxuarpa/ Bpauya-JAE€TCKOro ICUXMATpa,
Bpava-licCUXOTepaneBTa, Bpada-Xupypra, Bpada-Hedposora MEpBUYHBIA W TOBTOPHBIA (TpH
HeoOxoauMocTH) manuentam ¢ CB, nMeronmm nopaxxeHue COOTBETCTBYIONUX OPTaHOB U CHCTEM
OPraHoB, C IIEJIbIO MPOBEICHHS CHMIITOMATHYECKOM Tepanuu [3].

YpoBenb yoeauTebHOCTH pekomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)
Kommenmapuu: neuenue ocrodxicHenuti u COnymcmeyoujux COCMOAHUN OCYUWeCmBIsemcs: no
COOMEEMCMBYIOWUM KIUHUYECKUM peKomenoayusm. Ilpuemvl paueii-cneyuanicmos nokas3amvl
He peoce 1 pasza 6 200 unu uawe, npu Hanuduu nokasauutl. Ilayuenmam c BIIC nokazano

onepamusnoe newenue [12, 27]. Haubonee pacnpocmpaneHHbiMU NOPOKAMU SGIAIOMCS
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HAOKNIANAHHLIL — CMEHO3  aopmvl, CMEHO3  8emeell  Jle204HolU — apmepuu,  Oeghekmbl
MeACIHCETYOOUKOBOLL U MENCNPeICEPOHOLL NePecoPOOOK, CMEHO3 NOYeHUHbIX apmepull, 2UNONIA3Us
aopmul. Y nayuenmoe ¢ CB ecmbo puck pazeumus cunopoma yonunennozo unmepsana QT. B ceaszu
C omum, neped ONnepamueHviM JedeHue HeoOXo00uM npuem (ocmomp, KOHCYIbMAyus) epavd-
0emcKo2o  Kapouonoea/  6pava-kapouonoea NepeudHvlll U NOGMOPHLIU, — PecUCmpayus
INEKMPOKAPOUOSPAMMBL C 0DA3AMENbHBIM USMEPEHUEM CKOppeKmupoeannoeo unmepeana QT.
Heobxo0umo nomuums, umo pso npenapamos, KOmMopwvle MO2Ym NPUMEHAMbCA Y NAYUEHMO8 C
CUHOPOMOM Oehuyuma GHUMAHUS U SUNEPAKMUBHOCTIU, a MAKJICE 8 NEPUONEPAYUOHHOM NEPUOOe,

8 MOM HuUCIle C Yelblo anecmesuu, OONOIHUMENbHO NpUeoosam K yonuneHuro unmepsana QTc.

3.2. UHoe Jeuenune

e PexomennoBanbl BceM mnamuentam ¢ CB A®K (agantuBHas ¢u3udeckass aKTUBHOCTh) U
aJIalITUBHBIE BUJBI CIIOPTa C LENbIO COLMAIM3ALUU IMALMEHTa, KOPPEKIMH U HPOPHIAKTUKU
ocI0XHeHui 3aboeBanus [3, 111-113].

YpoBeHb yoeauTebHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

e PexomennoBanbl BceM marueHTam ¢ CB ceHcopHas ctuMyssinus (My3bIKOTepanus U Ap.) U
CEHCOpHasi MHTerpanusi ¢ (GpoxycoM Ha BECTHOYISPHOW CTUMYISALUH C LENbI0 IPEOIOJICHUS
OMOIIMOHATBHBIX M (HU3UYECKHX TPYJHOCTEH dYepe3 BO3JICHCTBUE MY3bIKH, YIy4IICHHS
HACTPOCHUS, CHIDKCHHUSI CTpecca, KOPPEKIMH SMOIMOHAJIBHBIX OTKIOHCHHH, COLUAIBHOMN
aJlaTnTalliy U TOBBIIICHHs KauecTBa sxu3Hu [42, 114-118].

YpoBeHnb yoenuteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

e PexomennoBaHa BceM nanueHtam ¢ CB ¢dusmorepanust mist ynydmieHus MOABHKHOCTH U
CHIDKCHUS PHCKA Pa3BUTHS OPTONEIMUYSCKUX OCTIOXKHEHHH [3].

YpoBeHsb yoenuTejabHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

® PexoMeHI0BaHbl CTUMYJISIIIMSL OpalbHOM MOTOPUKHU M oOyueHue (MEeIUKO-JIOTONeInYecKoe
uccie0BaHue Mpu aucharui, MeIUKO-JIOToNeAnYecKasl mpoleaypa npu aucharuu, pazpadoTka
WH/IMBUYAJIbHOW MPOrpaMMBbl JIOTOTICTUYECKON peabunuraruu) naiuentam ¢ CB Ha paHHel
CTaguu npu aucharuu C 1EeNbI0 MUHHUMHU3ALUS PUCKOB OCJIOXHEHUH M TOATOTOBKA Oasbl Jis
6e3omnacHoro rinotanus [3,42, 118].

YpoBenb yoeauTebHOCTH pekomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)
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e PekomMennoBana namnueHtam ¢ CB mpuem (TecTupoBaHUE, KOHCYJIbTAIUS) MEIUIIMHCKOTO
MICUXOJIOTa TEPBUYHBIA U TIOBTOPHBIM JUIsi  KOPPEKIHMH TMOBEACHUECKHMX M TICUXUYECKUX
nposiBiieHu# 3ad6oneBanus (Harnpumep, CIBI, TpeBOKHOCTD, MOBBILIEHHAS YYBCTBUTEIBHOCTD K
3BYKY, (GOOUSX) MPU UX HATTMUUHU C LIETbI0 COIMAN3AlMY AMEHTa U MOBBIIICHUS KAYeCTBa €ro
xu3nu [3, 42, 118].

YpoBeHsb yoeauTebHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenrapuu: B 3aucumocmu om  nposigneHuil  3a001e8aHus — NAYUeHmy  MOAfCem
nompebogamucs KAUHUKO-NCUXOJIO2UYeCKAas aoanmayusi, KAUHUKO-NCUXOJIO2UYECKOe
KOHCYTbMUPOBAHUE, KIUHUKO-NCUXOIO2UYECKAs KOpPPeKyus, ncuxomepanus, npoyeoypsvl No
aoanmayuu K yCl08UIM MUKPOCPeObl, Npoyedypbl NO adanmayuu K YCIA08UAM MAKpOCpeobl,
pazpabomka uHOUBUOYANbHOU NPOSPAMMbL NCUXOI02U4ecKou peaburumayuu u m.o. Hanpumep,
NOBLILEHHYIO YYBCMBUMENbHOCMb K 38VKY U (QOOUU 80 MHO2UX CAYYAAX MOMNCHO 3PpexmusHo

Jedums ¢ NOMOoubro KOCHUMUBHO-NOBEOEHYECKOU mepanuu.

e PexomenmoBanbl manueHtaMm ¢ CB  mpu  runepkaibliieMHd  COOTBETCTBYIOIIAS

MOAM(UIIPOBAHHAS THETa U/ UK METUKAMEHTO3HAs TePaIus C [eJIbI0 KOPPEKIIUH COCTOSIHUA [3,

110].

YpoBeHnb yoenurenabnocTn pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D)
Kommenmapuu: cnedyem uzbecamv pymunno20 npumeneHus 000A80K (6 mom uucie

noaugumamuros), cooepxcawux sumamun /i, (ATX: A11CC Bumamunor A u D, exnouas ux

kombunayuu) [3, 20, 32].

® PexoMEHJI0BaHO CBOEBPEMEHHOE JIEYEHHE OCJIO)KHEHHWH W COIMYTCTBYIOLIMX 3a00JIeBaHUN U

COCTOSIHUH, IpU TOpOKax cepAlla XUPYpPrUYECKOe BMEMIATEIbCTBO C LEIbI0 BOCCTAHOBIIECHUS

aJIeKBaTHOTO KPOBOTOKA M HOpMaITU3AIMU cepleuHor GpyHKimu [3]

YpoBeHsb yoenuTeabHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
KommMmenTapuu: npu nopokax cepoya npogoosm Xxupypauuyeckoe émeuamensbcmeo no

NOKA3AHUAM.
4. MeauunHCKAasi peadMIMTAIUA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIUIUHCKNE MOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
MeIUIUHCKOI peaduiuTanuu, B TOM YUCJIe OCHOBAHHBIX HA

HCI0JIb30BAHUY NPUPOIHBIX Je4yeOHbIX (PAKTOPOB.
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o PexoMeHayeTcsl /sl OKa3aHMs KOMIUIEKCHON MOMOIIHN M 00ecrieueHUs MMOTHON peabuanuTanuu
narueHToB ¢ CB ckoopauHupoBaHHas paboTa KOMaH[bI CIEIUAIHMCTOB (Bpay-TeHETUK, Bpad-
neanaTp, Bpay oOIIeH MpaKTUKH, Bpad (PU3NYECKOW W peaOWIMTAIIMOHHONW MEIUIMHBI, Bpad-
HEBPOJIOT, Bpad-CypJ0JI0T-OTOPUHOIAPUHTOJIOT, Bpau-TPaBMAaTOJIOr-0pToNe/l, Bpay-CTOMATOJIOT
JETCKUI/Bpauy-CTOMATOJIOT, MEAUIIMHCKHUM ICHUXOJIOT, Bpay-IICUXUATpP JETCKUIl/Bpau-TICUXUaTP)
[32, 33, 103-106].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

Kommenmapuu: cneyughuuecxoii peaburumayuu npu CB e npedycmompero.

Bpau Gusuueckoti u peaounumayuoHHoU MeOuyuHvl 80321a67151em
MYTbMUOUCYUNTIUHADHYIO PeabUuIumayuonuylo opueady. B peabunumayuu nayuenmos c¢ CB
MAK#ce O0IHCHBI NPUHUMAMb YYACMUE CIeOVIoOWUe CReYUATUCTbL C 8bICUUM NPODECCUOHATbHBIM
(HeMeOUuYUHCKUM) 00pazosanuem: cneyuaiucm no a3peopeadurumayuu  (Ipeocneyualucm)
(speopeabunumayus, 3pecomepanust), meouyunckutl nozoneo [107, 108] (npuem (xoncynomayus)
MeOUYUHCKO20 1020Nnedad NepeUtHblll U NOBMOPHbILU, pa3padomrKa UHOUBUOYANbHOU NPOSPAMMbL
J1020nedu4ecKol peadburumayuu, MeouKo-1020neoudeckas npoyedypa npu oucgazuu, meouxo-
Jo2oneduyeckas npoyedypa npu agpazuu, MeouxKo-i020neoudeckas npoyedypa npu ou3apmpuul,
MEeOUKO-T1020ne0UYecKas MOHAIbHO-PUMMUYECKAs npoyedypa), meouyurckutl ncuxonoe (Ilpuem
(mecmupoganue, KOHCYTbMAyus) MeOUYUHCKO20 NCUXono2d,  NepeuyHblll U NOGMOPHbIIL),
Helponcuxonoe (npuem (KOHCYIbmMayus) Hetuponcuxon02a nepesuyHblil U noemopHuii, 8 HMY —
npuem (mecmuposanue, KOHCYIbMAYUs) MeOUYUHCKO20 ncuxonoea,). Peabunumayuonnvie
Meponpusimust nPOBOOSAMCA UCX005 U3 KOHKPEMHBIX KIUHUYECKUX CUMNMOMO8 (He8POI02UYeCKUX,
ACUXUAMPUYECKUX, JT020NeOUdecKux u m.0.) U HNPOBOOSAMCS CO2NACHO COOMEEMCmEYIOUWUM

KIUHUYEeCKUM peicomem)aqwm‘

5. IllpodpuaakTuka U AMCNAHCEPHOE HAOIIOIeHNEe, MeIUITUHCKHAE
NMOKA3aHUS U MPOTUBONOKA3AHUA K IPUMEHEHUIO METOA0B

NpoGUIAKTUKH.

5.1. Meauko-reHeTH4YecK0e KOHCYJILTHPOBAHNE U MPODUIAKTHKA

CB 00vblyno 6cmpeuaemcs cnopaouyecku, O0OHAKO, Meopemudeckuti puck nepeoayu
Oeneyuu xpomocomvr 7ql1.23 demsam cocmaeisem 50%. Ilpu omcymcmeuu y pooumenetl
kaunuveckux npuznaxos CB, mecmuposanue FISH pooumeneil He aeisemcs onpasoantvim. Puck
051 cubcos npobanda 3asucum om cmamyca pooumenell. eciu 00UH U3 pooumeinell s6/s1emcs

Hocumenem oeneyuu, puck cocmasigem 50%,; Koeoa pooumenu KIUHUYecKU 300p08bl, PUCK Ol
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cubcos npodoanoa Huzkuu. Cmoum ommemums, umo y pooumeinel npobanoa e modxcem Ovlmo
UCKIIOUEH 20HAOHDII MO3AUYU3M, 8 CEA3U C YeM meopemudeckKull puck nO8MopHO20 POAHCOEHUs
pebenka ¢ CB y pooumeneii npobanoa modicem Ovbimb @vluie NONYAAYUOHHO20. Puck 0ns
nomomcmea npobanoa cocmasnsiem 50%, umo omHOCUMCA K KAME20pUU  BblCOKO20
2eHemu4ecKo2o pucka. Bozmooicno nposedenue 0opooosoti ouacnocmuxu [3].

5.2. lucnancepHoe HAOJII0ACHUE

Ocobennocmu opeanuzayuu OUCNAHCEPHO20 Habatodenus y nayuenmos ¢ CB 6 pasHvix
603DACMHBIX 2PYNNAX U NO cucmemam opeanos — cm. Ilpunoowcenue A3.3.
e Pexomennyercst Bcem nanueHtam ¢ CB mpoBeneHHe aHTPOIIOMETPUYECKUX HCCIETOBAHUIMA
IpU KaXIOM TIOCEIIEHUH Bpadva-TienuaTpa/Bpada-TepaneBra/Bpaya oOmeld MpakTUKU C IEIbI0
KOHTpOJISI [T0Ka3aresneil pusnyeckoro pazsurus [3].
YpoBenb yoenutesnbHocTH pexkomenaanuii C (YpoBeHb JOCTOBEPHOCTH OKa3aTeNLCTB — D)
Kommenmapuii: oyenusarom pocm, eec, SDS pocma, ckopocms pocma, UMT, SDS UMT. Yawe
6cezo y nayuenmos ¢ CB nabniooarom nocmuamansuyio 3a0epicky pocma (hudice 10 nepyernmuis)
u ymepennyio mukpoyeghanuro. Ilocne poowcoenus nioxoti Habop 6eca 00ObIYHO CBA3AH C
MPYOHOCMAMU NpU KOPMIeHUAX u yacmoimu peomamu. Cpeonuti pocm 63pOcCivlX MYHCUUH
cocmasnsiem 159 cm, ocenwun — 147 cm. Hccnedosanue pexomenoyemcs npogooums npu
YCMAaHo8Ke 0uazHo3a u oanee, npu KaA@cOomM npueme (KOHCYIbmayuu) epaia-neouampa/epaia-
mepaneema/spaua obwell npakmuxu (cemeuHo2o 8paya) unu 8pavyd-eeHemuKa NepeutHoM U
HOBMOPHOM, 8PAYA-0EMCKO20 IHOOKPUHOL02A/ 8PAUA-IHOOKPUHOI02a NEPBUUHOM U HNOBMOPHOM.
° PexoMenayercsi mpoBeicHNE aHAIM3a KPOBH OMOXMMHUYECKOTO OOIIETepareBTHYECKOTO
(uccnenoBaHue YpOBHS TIIOKO3bI, TPUTIIAIEPUIOB, XOJIECTEpUHA, TUTTONPOTEHHOB, X0JIeCTEpUHA
JMIIONPOTENHOB HU3KOM TUIOTHOCTH, XOJIECTEPHHA JIMIONPOTENHOB BBICOKOH IUIOTHOCTH B
KpPOBH), HCCIIEI0BaHNE TIIMKUPOBAHHOTO TeMOrioOnHa KpoBU BceM marueHTam ¢ CB ¢ memnbio
BBISIBJICHUS] METa0OIMUECKUX HAPYILICHUI U CBOEBPEMEHHOM Koppekuuu coctostaust [20, 21, 73]
YpoBeHb yoenuTeIbHOCTH peKkoMeHianuii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIBCTB — 3)
Kommenmapuii: xonmponb noxaszameneil HeoOXoOuM 6 C8A3U C HApYUeHUeM Memaboausma
2NII0KO3bl U TUNUO0S, YACTbIM PA3GUMUEM HAPYUIEHUS MOePAHMHOCMU K 21I0K03€ U CAXAPHO20
ouabema y nayuenmos ¢ CB. Hccnedosanus npogoosim npu nepeudHoll NOCMaHo8Ke OudzHo3a u
oanee 8 Ounamuxe He pedice 1 paza 6 200.
o Pexomenayercs uccienoBaHie ypoBHs OOIIETro Kajablusl B KpOBH BceM nanuentam ¢ CB
C LEITbIO BBISIBJICHUS THITEPKATbIIMEMUN U CBOEBPEMEHHOM Koppekimu coctostaus [20, 34, 70-72].

YpoBeHsb yoenutejbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4).
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Kommenmapuu: ucciedosanue nposoosam npu nepeutHol NOCMaHosKe 0uacHo3a u oajee 8
ounamuke kadicovle 4-6 mecayes 0o 2 1em, nocie — edce2oono [3]. Taxoice npu neobxooumocmu
NPOBOOSIM UCCAEO08AHUE YPOBHS UOHUIUPOBAHHO20 KANbYUSL 8 KPOSUL.

° Pexomenayercst uccienoBanue oomero (KIMHUYECKOT0) aHaIM3a MOYH BCEM
nanueHTam ¢ CB ¢ 11e/1b10 OLIEHKU COCTOSIHUSI MOYEBBIACIUTEILHON CUCTEMBI [3].

YpoBeHb yoeauTejbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
KomMmmenTapuu: konmpons nokazameneti He0OX00UM 8 C853U C 8blCOKOU PACNPOCMPAHEHHOCMbIO
v nayuenmos ¢ CB paccmpoticme moueucnyckanusi u UH@eKyull HUNCHUX MOUeBblX Nymell,
XPOHUYECKUX 3a0071e6aHUll NOYeK, CcaxapHo2o ouabema U apmMePUaIbHOl cUNepPmeH3Ul.
Hccneoosanue nposodsm npu ycmanogke OuacHO3a u oanee 8 OUHAMUKe 6CeM NAYUeHMAM
exce200H0 He pedice 1 paza 6 200 [3].

e Pexomenaylwres uccinenoBanus ypoBHS TupeoTpornHoro ropmona (TTT'), cBobomHOrO
tpuitoaruponuna (CT3) B kpoBu, cBoboanoro tupokcuHa (CT4) B CHIBOPOTKE KPOBH BCEM
naruedTaMm ¢ CB ¢ 1enplo ONEeHKM W KOHTPOJIA (PYHKIIMOHAIBHOTO COCTOSIHUS IIMATOBUIHOU
xenessl [22, 23, 24]. WccnenoBanus NpoBOJAT MIPU YCTAHOBKE JAMArHo3a U Jajiee B JUHAMHUKE
BCEM MallMEHTaM €XKeroHo 110 3 JieT, nanee B cpeanem 1 pa3 B 2 roaa [3].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenmapuit:  neobxooum — pezyiapHulli  KOHMPOIb — (DYHKYUOHAILHOU — AKMUBHOCMU
WUMOBUOHOU  dicelesbl, 6 C843U C PACNPOCMPAHEHHOCMbIO MOPGON02UeCcKUxX aHOMAnu
CMpOoeHUs. WUMOBUOHOU Jicele3bl (SUNONIA3UA, IKMONUs, 2emudzenesuss), KOmopvle Yacmo
CONPOBOAHCOAIOMCS CYOKNUHUYECKUM UNU SI8HBIM SUNOMUPEO3OM.

° Pexomenayercsi WCCIIeIOBaHUE YPOBHS KaJbIMS B MOYE, OIPEACICHHE KaJIbIIHIA-
KPEaTHHUHOBOTO COOTHOIICHHUS B Pa30BOM MOPIMKM Moud BceM manueHtam ¢ CB ¢ mensio
BBISIBJICHUS] 1 CBOCBPEMEHHOM KOPPEKIMHU rHnepKanbsimypuu 16, 19, 34, 71]

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Kommenmapuu: onpedenenue Kanibyuti-kpeamuHuH08020 COOMHOUEHUSL 8 PA3060L NOPYUU MOYU
sa615emcst 0oiee MOYHbLIM MEMOOOM OUACHOCIMUKU dKCKPeYul Kaaibyus ¢ Mo4ot (cm. [punoscenue
A4). lHayuenmam ¢ CB Heobx00umo uzbecams nepedo3uposku sumamuna D, mak kax oH Modicem
O00NONHUMENbHO CNOCOOCBOBAMb YEETUYEHUIO BCACHIGAHUS Kanbyus 6 kKuueyHuke [3, 18, 19, 33].
HUccneoosanue nposodsim npu ycmanogke OudacHo3a u oanee 8 OUHAMUKe 6CeM NAYUeHMAM
exce200H0 He pedice 1 paza 6 200 [3].

e Pexomenayercs MccieI0BaHUE YPOBHS KpeaTUHIHA B Moue BceM manuentaM ¢ CB ¢ nenbio

OIIEHKH COCTOSIHUSI MOYEBBIICIUTEILHON cucTeMbl [3, 16, 37].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)
Kommenmapuii: konmpons noxazamerneil Heo06X00UM 6 C853U C 8blCOKOU paACHPOCMPAHEHHOCMbIO
vy nayuenmos ¢ CB paccmpoucmeé MOoYeucnyckanusi u UH@QeKyull HUNCHUX MOuesblx nymel,
XPOHUUECKUX 3a001e8aHULl NOYEK, CAXApHo2o Ouabema U apmepualbHOU CUNepmeH3Uu.
Tlayuenmam makoice HeoOX00UMO onpedeneHue CKOpocmu KiybouKko8ol Guibmpayuu no ypoeHo
KpeamuHuHa Kpoeu pacuemuvim memooom [37]. Hccnedoeanue nposoosm npu ycmaHogke
ouasHo3a u danee 8 OUHAMUKe 8CeM NAYUEHMAM edce200Ho He pedce 1 pasza 6 200 [3].

e PexomeHayeTcsi U3MEPEHUE apTEPUAIBHOTO JIABJICHUS HAa TIEPUPEPUICCKUX apTEPUSX BCEM
naruentam ¢ CB ¢ 1eNblo TUarHOCTUKY apTEePUATBHON TUIIEPTEH3UH U CBOSBPEMEHHOTO Havaa
MeIMKaMeHTO3HOo TepanuH [3, 12, 27, 32].

YpoBeHnb yoenurenbnocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenmapuii: uccieoosanue nposooumcsi npu Kaincoom nNoceuwjeHuss 6paia-0emcKoco
Kapouonoza/épaua-kapouonoza. Heobxooumo nposooums uzmepeHue Ha nepughepuieckux
apmepusx 6cex KOHeUHOCMell.

e Pexomenayercsi perucTpamus dJICKTpoOKapauorpamMmbl Bcem marueHtam ¢ CB ¢ memnbio
OLIEHKH COCTOSIHUS CePACYHO-COCYUCTOM cuctemsl [27, 75-78].

YpoBeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenmapuii: ooszamenvro usmepenue unmepsana QT. Paziuunvie namonozuu cepoedno-
cocyoucmou cucmemol ecmpeuaemca y 80% nayuenmos ¢ CB u sasnsaiomcs ocnouvimu
npuuunamu cmepmu. Haubonee wacmvimu naxookamu na OKI senaiomces eunepmpogus
MUoKapoa 1eeo2o U Npagozo dHcenyoouxkos u yoaunenwue unmepsara QT (QTc). QTc
ACCOYUUPOBAHO C  BbICOKUM PUCKOM IHCENYOOUKOBIX MAXUAPUMMUL, BHE3ANHOU CePOeUHOU
cMepmu U 8bICOKOU 4aACMOMOU NePUONEPAYUOHHOL CMEPMHOCIMU, 8 CEA3U C IMUM HeoOX00uma
peaucmpayuu 21eKmpoKapouUOSpaAMMbL nepeo TH00bLM XUPYPIULECKUM BMEeULamelbCmE8oM. MAaKice
HeoOX00UMO NPOBOOUNb OYEHKY 6CeX (hAKmMopo8 PUCKA GHE3ANHOU CEPOCYHOU CMEPMU, 6 MOM
yucne npuem nekapcme, cnocoocmayiowux yonunenuio QTc, ocobenno, neped nauaiom npuema
npenapamos, NPUMEHsIWUXC NPU CUHOpOMe Oepuyuma HUMAHUA U eunepakxmusHocmu [26,
27]. Hccrneoosanue nposoosim npu ycmanoske OuasHo3a u oajiee npu Kaxrcoom noceuweHuy 8paya-
0emckoeo Kapouonoza/ 8pava-kapouonozd, a maxdce nepeo Jo0biM  XUPYPeUUEeCKUM
emewamenvcmeom [3].

o Pexomenayercsi sxokapauorpadusi Bcem mamueHtamMm ¢ CB C 1enpl0 OIEHKH U

MOHHUTOPHHTA Pa3BUTHS MOPAKEHUS CEPACUHO-COCYUCTOM cuctemsl [3, 27, 75, 76, 78-80].
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YpoBenb yoeautTeabHOCTH pekoMenaanuii C (YpoBeHb JTOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
Kommenmapuu: ¢ nomowwvro 3XO-KI' npoeoosim KoauuecmeeHHyr0 OYeHKY pa3mepos Kamep
cepoya, BbIPANCEHHOCMb 2UNEPMpPodUU MUOKAPOA, AHOMAIUU AOPMATLHO20 U MUMPATLHO2O
K1anaumos, oegexmul nepe2opodox cepoya, mempaoa Panno. Hccredosanue nposooumcs npu
YCmMaHo8Ke 0uacHo3a u oanee 8 OUHAMUKE edHcec00HO 00 OOCMUdICEHUs. S-lemHe2o 803pacma,
3amem NO He0OXOOUMOCMU, 8 3A8UCUMOCIU OM HAIUYUSA U CMeNneHU NOPadCeHUus cepoeyHo-
cocyoucmou cucmemwl [3].

o Pexomenayercsi poBeieHHUE XOJITEPOBCKOIO MOHMTOPUPOBAHUS CEPIECYHOIO PUTMa BCEM
naiueHTaMm ¢ CB c 1enplo OUEHKHM U JajbHEHIIero MOHUTOPHHIA COCTOSHUSI HPOBOASIICH
CHCTEMBI Cep/Iiia, cepaeuHoro putma, ananusa QTc [3, 27, 28, 78, 81-83].

YpoBeHb YyOeIMTeIbHOCTH PpeKoMeHIaluii s jaereid B (ypoBeHb 10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 3), 1Jis1 B3pociabIx C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenmapuii: uccieoosarue ciedyem nposooums exce2o0Ho 00 5 iem, samem 1 paz 6 2 2ooa
NPOBOOSIM MOHUMOPUHS COCMOANHUS NPOBOOAWEU CUCEMbL CEPOYA HEODXOOUM 8 C853U C 8bICOKUM
PUCKOM BHE3ANHOU CePOeYHOl CMepmuU, acCoOYuuposanHou ¢ yonunenHoim unmepegarom QTc.
Baoicho nomnums, umo pso npenapamos, Komopwvie MO2ym NPUMEHAMbCA y NAYUEeHMO8 C
CUHOPOMOM Oehuyuma GHUMAHUS U SUNEPAKMUBHOCTNU, A MAKHCE 8 NEPUONEPAYUOHHOM Nepuode,
6 MOM HUCLe C Yelblo aHecmesul, npueoosm K yoaunenuio unmepsaia QTc [28].

e Pexomenayercsi MpoBeJCHUE ayaHOMETpuH BceM marueHTam ¢ CB ¢ 1eNbi0 BBISBICHHS
U3MeHeHus ciyxa [29, 30, 33].

YpoBeHb yoenureabHocTn pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)
Kommenmapuit: Oemsam pexomenoyemcsi edxce200HOe  ayouoio2uieckoe 00ciedosanue.
B3pocnvim mpebyemcs nposedenue ayouonocuueckoco obcredosanusi 6 eospacme 30 nem, ¢
HOBMOPHBLIMU 00CIe008AHUAMU KAdHCOblE 3 2004.

° Pexomenayercst  ynbTpa3BYKOBOE  HCCIENOBaHHE  IIMTOBUTHOW  JKelIe3bl U
MapanMTOBUIHBIX jKeJie3 BceM narrerTam ¢ CB B qTuHaMuKe ¢ 11eN1bi0 MOP(HOIOTUYECKOM OIICHKU
IIMTOBHMIHOM Kene3sl [3, 22-24, 33].

YpoBeHnb yoenurenabHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTeIbCTB — 4)
Kommenmapuii: uccneoosanue nposooumcs ne pexce 1 pasza é 200 6 gospacme 0o 3 nem, 3amem
Kadicowvle 2 2ooa.

° Pexomenayercsi yJIbTPa3BYKOBOE HCCIIEAOBAHHWE IMOYEK W MOYEBOTO IY3BIPS Y BCEX
nanueHToB ¢ CB ¢ 11e/Tbi0 OIIEHKH COCTOSIHUS ITOYeK M MO4eBOro my3eips [16, 17, 19, 33, 37, 84].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)
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Kommenmapuii: uccreoosanue pekomenoyemcs npogooums kasxcovie 10 nem. Bcem nayuenmam
¢ CB neobxooumo HabniodeHue mMyibmuOUCYunIUHAPHOU KOMAHOOU CReYUAIUCMO8 88UAY MO20,
umo 3abonesanue XapaxKmepusylomcs NOpadceHuem MHO2UX Op2aH08 U cucmem, mpedyem
KOMNJIIEKCHOU mepanuuy, 4mo OuKmyem HeoOX00UMOCHb COBMECHHO20 6e0eHUs NayueHma
cneyuanucmamu pasnolx npogunei [3, 33].

Ilokazanvl nepeuunvie U NOBMOPHLIE NpuemMbl (KOHCYIbMAayuu) 6paua-2eHemuKa, epaia-
ogpmanvmonoea, epaua-nesponoea, 8paya-2acmposnmeponoza, 8PaUaA-0emcKo20
9HOOKPUHON02a/8PAYA-IHOOKPUHON02A, 8PAYA-KAPOUOI02A/8PAUA-0eMCKO20 KApOuoioed, 8payd-
Hepponoea, 8pava-neouampa/spava-mepanesma/spava oowel npakmuxu (cemelno2o epaia),
8PAYA-MPABMAMON02A-0pMONnedd,  8paia-cmomamonoeda 0emcko2o/  8paia-cmomamonoad,
8PaUa-cypo0N02a-0moOPUHOIAPUHSONI02A 1eYeOHO-0UASHOCMUYeCcKUe nepeuinble U NOBMOopHble, d
maxoice @paveil opyeux cneyuairvhocmetl nayuenmam ¢ CB umerowum HapywieHus @yHkyu
COOMBemMCcmBYIOuWUX OpearHos8 U CUCTNEM.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJbTAIlMsA) Bpavya-A€TCKOTO SHIOKPHUHOJIOIa/Bpaya-
9HJIOKPUHOJIOTa IEPBUYHBIN U TOBTOPHBIN (ITpH HEOOXOIMMOCTH) BceM naiuerTaMm ¢ CB ¢ nenbio
JIMAarHOCTUKH M KOPPEKIIMH HAPYIIEHHH SHIOKPHHHON cucTeMsl [3, 73, 109].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 3)
Kommenmapuii: mpebyemcss  Oucnauncepuvlii  npuem  8paia-0emcko20  IHOOKPUHONO2A.
Kouncynomayuu npoghunvueix cneyuanucmos neobxooumvl 8 cA3U C pacnpoCmpaHeHHOCmMbIO
namono2uy IHOOKPUHHOU cucmemsvl (HapyuileHue moaepanmHoCcmu K 2iioKo3e, caxapHuili ouabem,
eunomupeos), a makxdice OJisl Jle4eHUs CMOUKOU 2uUnepralbyuemMul, 2Unepralbyuypuu u/umu
Hegpoxanbyuno3a.

e Pexomenayercsi mpueM (OCMOTp, KOHCYJIbTAlMs) Bpada CypAOJIOTa-OTOPHUHOJIAPHHTOIIOTA
NEPBUYHBIN U MOBTOPHBINA BceM nanueHTam ¢ CB npu ycTaHOBKe MarHosa u jiajiee B JUHAMUKeE,
€XETOJIHO, C LIENIbI0 IPOBEACHUS ayIMOMETPUN U BBIBICHUS HapylleHui ciyxa [3, 29, 30].
YpoBensb yoenuTelbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
Kommenmapuii: mpedyemcs OucnancepHulii. npuem 6paua cypoono2a-omopuHoLapuH2o1o2a.
Xapakmepnvl  munuyHvle ayouoiocudecKkue O0COOEHHOCMU, MAKUMU KAK  NOGbIULEHHAS
YYBCMBUMENLHOCMb K 38YKAM, KOXNeapHas OUCQHYHKYUS, CEHCOHeBPANbHAs, KOHOYKMUBHASA U
CMEWAHHAsL MY20YXO0CMb (NPEUMyUWeCmM8eHHO 6 BblCOKOYACMOMHOM OuanazoHe). BozmoowcHo

nposedenue peuesoll, ueposoll, moHanlbHoU ayouomempuio, mumnanomempuu [30, 31].
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o Pexomenayercss mnpueM (OCMOTpP, KOHCYJIbTAIlMs) Bpada-IeTCKOrO0 Kapawojora/ Bpadya-
KapAHO0Jora MEPBUYHBIN U MMOBTOPHBIA BceM naruerTam ¢ CB ¢ 1menbio oleHKr 1 MOHHUTOPHUHTA
COCTOSIHHUS CePACYHO-COCYUCTOM cuctemsl [27, 75-82].

YpoBenb yoeauTeabHOCTH pekomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)
Kommenmapuit. mpebyemcss OUCNaHcepHulll npuem 8pava-kapouonoza/ epaia-0emcKko2o
kapouonoza. Ilo eo3modcnocmu, Heobxooumo, umoowl nevenue nayuenmos ¢ CB npu nanuuuu
€epoOeyHo-coCyOUCmot namonocuu OCYuWeCmeaiaioch 8paiomM-0emcKum Kapouoio2om/epaiom-
Kapouonocom, umerowum onvim Jnevenus Ooemeti ¢ CB. [layuenmovl umerom 6vblCOKUl PUCK
passumusi  apmepuaibHoll  2UNepmeH3ul U Opy2ux CcepoeyHo-cocyoucmolx 3a00aesanull.
Llenecoobpasno  nooxcusneHnoe — HAOAOOEHUe  8PAYOM-OEMCKUM — KAPOUO020M/8paA1oM-
Kapouono2om 0Jisl pe2yiapHo20 MOHUMOPUHSA COCMOAHUSL CEPOeYHO-COCYOUCMOU CUCTIEMB.

o PexoMeHayeTcs U3MEPEHHUE apTEPUATIHLHOTO JaBICHHUS Ha Nepudepudeckrux apTepusx BceM
naiueHTam ¢ CB mpu kaxaoM moceiieHus Bpaya-AeTCKOTro KapAHuoJora/Bpaya-KapIuoyiora ¢
IENBI0 TUAarHOCTUKU apTEepUATBHON TUIIEPTEH3UN i CBOEBPEMEHHOTO Havaja MEIUKaMEHTO3HOU
tepanuu [3, 12, 27, 32, 61, 62].

YpoBeHnb yoenurenbHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)
Kommenmapuii: Heob6Xo0umo npogooums uzmepeHue Ha nepugepuyeckux apmepusx 6cex
KOHeuHocmel. Apmepuanvhas sunepmen3us Hadnwodaemces y bonvuwuncmea nayuernmosg ¢ CB, 6
yacmu cyyaes OHa pazeueaemcs 6 pesyibmame cmenosa noveunou apmepuu [3, 27, 32].

e PexoMenayercs mpreM (OCMOTp, KOHCYNIbTAIMS) Bpaya-IICUXHUATpa NEPBUUHBIN U ITOBTOPHBIH
(mpu HeoOxomuMocTH) BceM manueHTaM ¢ CB ¢ 1enbio AHarHOCTUKH U Tepariyd pacCTPOMCTB
ncuxuarpuaeckoro npoduis [3, 32].

YpoBeHnb yoenurenbHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)
Kommenmapuii: mpebyemcs oucnancepusiii npuem spada-ncuxuampa. Y 80% nayuenmos ¢ CB
8bIAGIAIOMC  CONYMCMBYIOWUe NCuxuiecKkue u noseoenyeckue npoobremsl, mpeodyrouue
ceoegpemenHou  ouacnocmuku u nedenus. C  Haubonvbwien  4AcMOmol  GbIAGNAIOMCA
UHMETLIEKMYAIbHASL HeOOCMAMOYHOCMb, (hobuyecKue U mpeeoiCHvle paccmpoucmeda, oegpuyum
BHUMAHUSL C 2UNEPAKMUBHOCTNBIO, HAPYUWIEHUSI NOBEOeHUs, PACCMPOUCNEA CHA.

e Pexomenayercsi mipueM (TECTHpOBaHHE, KOHCYNbTALUA) MEIUIIMHCKOTO TICHXOJIOTa
MEPBUYHBIN ¥ TOBTOPHBIH (TIpu HeoOXxoauMocTH) BceMm mnamueHTaM ¢ CB s omeHku
UHTEJUICKTYaJIbHOTO M KOTHUTUBHOTO Aeduiuta [3, 42, 62, 92].

YpoBeHnb yoenurenbHocTu pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTeIbCTB — 4)

KOMMCHTapI/II/I: UHmMeJJIeKmyalbHasl HeaOCI’I’lClWLOIlHOCWLb, 0@@1/11/;1/17}1 GHUMAHUA, 3PUMENbHO-
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NPOCMPAHCMBEHHO20 NPAKCUCA MO2Yym Meulamsv pebeHKYy 6 npuodpemeHuu ObIMOBbIX U
COYUATLHBIX HABLIKOS, 6 00yyeHuu. IlposedenHas ¢ NOMOwbI0 POPMATUZOBAHHBIX MEMOOUK
OUACHOCTNUKA NOMOJCEm O00BbEKMUBHO OYEHUMb B03MOICHOCMU U NOMEeHYuanl pedeHka O
onpeoeneHuss 00pa308amMeNbHO20 Mapuipyma u paspabomams NpocPAMMY AOUTUMAYUOHHBIX
Meponpusmuil.

e Pexomenayercss mnpueMm (OCMOTpP, KOHCYNbTalMs) Bpada-oTanbMoyiora TMEPBHYHBIA U
MOBTOPHBIN (TMPU HEOOXOAUMOCTH) BceM manueHTam ¢ CB ¢ 11e1bi0 TUarHOCTUKHA U KOPPEKITUH
[aTOJIOTUU OPraHoB 3penus [3, 32, 93-95].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)
Kommenmapuii: mpebyemcsi oucnancephulii npuem epada-ogpmanvmonoca. Ilpumepno y 40%
nayuenmos ¢ CB ouacnocmupylom Kocoenazue uiy anomaiuu peghpaxyuu.

e PexoMenayercsi mpueM (OCMOTp, KOHCYNbTallMs) Bpaua-CTOMAaTONOra AeTCKOro/Bpaya-
CTOMATOJIOTa TIEPBUYHBIN U MOBTOPHBIN (IIpU HEOOXOAMMOCTH) BceM manuentaMm ¢ CB ¢ nenbro
JIMarHOCTUKY M JICYCHHs CTOMATOJIOrHYeCKUX mpodiem [3, 32, 96, 97].

YpoBeHb yoeauTeabHOCTH pekomenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenmapuii: mpebyemcs OucnamcepHulii npuem 6paia-cmomamonozda 0emckoeo/ epava-
cmomamonoea. Y nayuenmog ¢ CB 00b1uHO ManieHbKue, HeposHble, WUPOKO CIOAUUE MOTOYHbIE
3y0vl. Pacnpocmpanennocmo kapueca modcem 6bimb C843aHA ¢ 2UNONIA3UEU IMATU, A MAKICE C
mpyoHocmamu  npu  o0yyeHuu Oemel eXHCeOHesHOU 2ucueHe Nolocmu pma. Ypoeeno
MPeBOAHCHOCMU peDeHKa U CMeneHb UHMENIEeKMYaIbHO20 0euyuma OOIHCHbl YUUMbIBAMbCS 8
npoyecce pazeumusi COOMEemcmayiouux Hagblkos. Bonpocvl npoguiakmuku u c6oespemenHo2o
JleyeHus 3a001e8anuti NOAOCMU pma OCODEHHO aKMydlbHbl 6 Kauecmee NpedynpertCcOeHuUs.

pazeumusi UHghekyuoHHo2o dHookapouma [32].
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6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIIH.

ITokazanms JJIA ILTAaHOBOM rocuvTrain3ali B MCOAUIUHCKYIO OPraHu3alnio:

1.

NPOBE/ICHUE JUATHOCTUKU W JICYCHHS, TPEOYIOIIME MPOJODKUTEIBHOTO (JIHEBHOE WU
KPYTJIOCYTOYHOE MPEOBIBAHUE) MEIUIUHCKOTO HAOIIONECHUS U MOHUTOPUHTA KIMHUKO-
1ab0paTOPHBIX MOKa3aTeNeH;

H€O6XOI[I/IMOCTB MMPOBCACHUA PA3JIMYHBIX BHUIAOB JOKCICPTH3 WA O6CJI€I[OBaHI/ISI B
MEIUIIUHCKOW OpraHW3aluy IMPH HEBO3MOXXHOCTH IPOBEICHUS HMX B aMmOyJIaTOPHBIX
YCIIOBHSX (B TOM qHCIiIe oopmnenue 3aKITIOYCHUS benepaabHOrO

KOHCHJIYMa/BpadyeOHOW KOMHCCHUH).

ITokazanms JJIA 3KCTpeHHOI71 rocrnuTajaIrn3allui B MEAUIUHCKYIO OPraHu3alruio:

1.

OCTPLBIC YI'POXKAOMIKUC IJId KU3HU W PA3BUTHA OCJIOJKHECHUM COCTOsIHMA, Tpe6yfoume
HCOTJIOXKHOI'O JICUCHHA, B TOM YHCJIC HHTEHCHBHOM TEepalliy, a TAKIKEC KPYrjloCyToO4YHOTI O
MCIUIIMHCKOI'O Ha6JHOIIeHI/I$[ U MPOBCACHHUA CICHHUAJIBHBIX BHI0B O6CHCI[OBaHI/I$I n

JICUYCHUA.

ITokazanus K BBIIKCKE MAIMEHTa U3 MEANIITMHCKOM OpraHu3alnuu:

1.

OTtcyTcTBHE Yrpo3bl IS KU3HH MALMEHTa U YTPO3bl Pa3BUTHUS OCIOKHEHUH, TpeOyIOLX
HEOTJIOKHOTO JIEYEHHUS [TPH 3aBEPILIEHUE TUarHOCTUYECKUX MEPOIPUSITHIA.
Crabunu3anust COCTOSIHMSI M OCHOBHBIX  KJIMHHMKO-TAOOpAaTOpHBIX  IOKa3aTesnei
NaTOJIOTUYECKOr0  Tpolecca, OTCYTCTBHE HEOOXOJUMOCTH B MPOJOIKUTEIBHOM
MEIUIUHCKOM HaOII0IeHUH (JJHEBHOE WM KPYIIIOCYTOYHOE MTpeObIBaHuE);

Boinonnen uiaH oOcienoBaHUS M JIEYEHMs MALMEHTa, JaHbl PEKOMEHJAIMH T10
JalbHeNIeMy HaOII0IEHUIO U JICUCHHUIO.

HeoOxonuMocTe mepeBoja MalUeHTa B JPYroe MEIUIUHCKOE YUpeXKACHUEe WIH

YUpEkKACHUE COIIMATIBHOTO 00eCTIeYeHusl.
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7. JonotHuTEeIbHASA HH(pOpMaLus (B TOM YHc/Ie PaKTOPbI, BJUSIOLINE HA

HUCXO0/1 3200J1eBAHUA UM COCTOSTHHA).

e Pexomenayercsi peructpamus dJIEKTpoKapauorpamMmbl Bcem marueHtam ¢ CB ¢ menbio
OLICHKU COCTOSIHUS CePACYHO-COCYIUCTOM cuctemsl [27, 75-78].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBEeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)
Kommenmapuit: naubonee yacmoimu Haxooxamu na IKI' y nayuenmos ¢ CB agnsromces
aunepmpoghus MUOKapOa 1e6020 u npaso2o Jiceryooukos u yorurnenue unmepeanra QT (QTc). OTc
aAccoyuUpoOBaHO C BbICOKUM PUCKOM JHCETYOOUKOBbIX MAXUAPUMMUL, BHE3ANHOU CepOedHOU
cMepmu U 8bICOKOU YACMOMOU NePUONEPaAYUOHHOU CMEPMHOCMU, YMO OUKIMYem HeoOX00UMOCHb
peaucmpayuu 31eKmpoxKapouocpammel ¢ ooszamenvHvim uzmeperuem unmepeana QT neped
JII0ObIM  XUpYpaUdecKkum emeulamenbcmeom. Taxoce HeoOX00uMo HNpPOBOOUMb OYEHKY 6cCex
¢axmopos pucka 6He3anHOU CcepOeyHolU CcMepmu, 6 MOM HUCie Hpuem JeKapcme,
cnocobcmeyrouwux  yoaunenuro  QTc, ocobenHo, neped HAUAIOM HpuemMa npenapamos,
NPUMEHAIOWUXCS NPU CUHOpOME 0epuyuma 6HUMAHUSA U 2UNEPAKMUBHOCMU. BajicHo nomHums,
umo ps0 npenapamos, Komopwvie MO2ym NPUMEHAMbCA Y NAYUeHmMo8 ¢ CUHOPOMOM Oeuyuma
BHUMAHUSL U 2UNEPAKMUBHOCINU NPUB0Oam K yoaunenuro unmepsana QTc [27, 28].
e He pexomenayercsi pyTMHHOTO TNPUMEHEHHsI J100aBOK (B TOM 4YHCJE TOJHUBUTAMHUHOB),
comepxkamux ButamuH I, (ATX: A11CC Buramuubl A u D, BKIOYas WX KOMOHWHAIIMH)
narmeHTam ¢ CB, Tak kak mpu CB yBenuumBaeTcsi BcachlBaHHE KallbllMsi M3 KHUIIEYHHUKA, a
BuTamuH J[ criocoOCTByeT ycBOeHuIo Kanbius [3, 18, 19].
YpoBeHnb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)
Kommenmapuu: npu nooosperuu Ha oeuyum, 8ax)cHo npogepums yposeHs sumamuna /|
00 Hauana mepanuu. Ypogensv Kanbyus maxice 00AHCeH KOHMPOIUPOBAMbC HA NPOMANCEHUU
6ceco JleueHus, NpuU BO03MOINCHOCMU NepPeHecmu HAYalo mepanuu npenapamamu epynnol
«eumamun D u ezco amanoeu» Ha nepuoo nocie paspewlenus 2UNepKalbyuemMuu, Komopoe

npoucxooum, 0ovluHo, mexncoy 18 mecayamu u 2 2ooamu [3, 18, 19].

Kpurepuu oieHKH KauyecTBa MeIUIIMHCKON MMOMOIIIH.

Ne Ouenka
Kpurepun xauecrsa
BbINOJIHEHNS (J1a/HeT)
1| BemmonHeHO omnpeneneHHe CTPYKTYPHBIX BapHAHTOB I'€HOB B na/HeT

oOpaziie  OMOJIOTMYECKOro  MaTepuaysa  JpyroM WU

HEYTOYHEHHOM, HEKJIACCH(UITMPOBAHHBIC B IPYTUX PyOpUKaX,
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METO0M MHOECTBEHHOU JIUra3HO-3aBUCUMOU
amMITupUKaIu 30H/10B njin LUTOT€HETUYECKOE
UCCIENOBAHME HAa OJHY IIapy XPOMOCOM  METOAOM
¢ryopecueHTHON rubpuan3anuy in situ

BrInonHEHO omnpeneneHue CTPYKTYPHBIX BapUaHTOB I'€HOB B na/Her
oOpasue  OMOJOrMYECKOro  MaTepuayia  JpyroM  WIU

HEYTOYHEHHOM, HEKJIacCCU(hULIMPOBaHHbIE B IPYTUX pyOpHKax,

METO0M MHOECTBEHHOU JIMra3HO-3aBUCUMOU

amMrMUKai 30H10B ManueHTaM ¢ nojo3penueM Ha CB,

MMEIOLIUM OTpuLaTeabHble pe3yibTarhl FISH-nnarnoctuku

[TpoBeneHo uccnenoBaHue ypoBHs 0OIIEro Kaibliysi B KPOBU na/Her
IIpoBeEHO XONTEPOBCKOE MOHMTOPHPOBAHHE CEPIACHYHOIO na/Her
puT™Ma

[TpoBenen npuem (0CMOTpP, KOHCYJIBTAIMS ) Bpaua-TeHETHKA na/Het
[IpoBeneH mpuem (OCMOTp, KOHCYJIbTallUsl) Bpaya-IE€TCKOTO na/Her
9H/IOKPUHOJIOra/ Bpaya-3HI0KPUHOJIOTa

[IpoBeneHn mpuem (OCMOTp, KOHCYJIbTallUsl) Bpaya-IE€TCKOTO na/Her

KapAuosora/ Bpaya-KapuoJiora NepBUYHBIN U TOBTOPHBIN
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IIpunoxenue Al. CocraB padoueii rpynmnsl no paspadoTke U nepecMoTpy

KJIMHUAYECKUX PeKOMEeHIaM .

AnucumoBa MHMura BaguMoBHA — K.M.H., Bpay-T€HETUK, 3aBEAYIOIAs OTACIOM
opranusanuu MmeauuHckon nomomy GPI'BHY «Menuko-reHeTuuecKkuil HayqHblid LIEHTP UM.
akanemuka H.IT1. boukoBay, uieH Acconmanuy METUIMHCKUX TeHETHKOB (AMI).
bepkyroBa Upuna IOpbeBHa — K.I.H., cTapmuii HaydyHbld coTpygHuk PI'BY OHIL
BHUU®K, rn. peabunurosnor, sprorepaneBT AHO “LlenTp noka3arenbHOM HEMEIUIIMHCKON
peaOunuTalMy WHBAIWJIOB M HMHBIX JMI] C HapylleHUsMH 370poBbs “Cneunun ['apnen
(Ocobennnlii can)”.

I'puropseBa Beponuxka BuagummpoBHa — yupeautens bnarotBoputenbHoro donmaa
MOAJICPKKH JIIOJIEH ¢ CUHAPOMOM Buibsamca, pyKOBOAUTEINb IIPOEKTOB.

KopnoyxoB Ouer IOpbeBMY4 — K.M.H., Bpad CEpJEUYHO-COCYAUCTBIM XHUPYPT,
kapauoxupypruueckoe oraenenue JAI'Kb um. H.®. ®unarosa /I3 r. MockBblI.

KyBaiguna Exatepuna BukropoBHa — Bpau-aetckuit sugokpunonor PJIKb — dunman
OI'AOY BO PHUMY um. H.U. TIuporosa Munszapasa Poccuu.

KyueB Cepreii UBanoBuu — akagemuk PAH, mpodeccop, a.m.H., mupekrop ®TBHY
«MenuKo-TeHeTUYeCKU HaydHbIM LeHTp uM. akagemuka H.II. BoukoBay, IIpe3mpeHt
Acconmanuu MEIUIMHCKUX TeHeTUKOB (AMI).

IToptHoBa AHHa AHaTOIBeBHAa — J.M.H., Npe3UJeHT Accouuanuu ICUXUATPOB U
MICUXOJIOTOB 32 HAyYHO 0OOCHOBAaHHYIO MTPAKTHUKY.

CBupuaoBa Bajepusi BanepbeBHa — Bpay-rTeHETUK OT/IeNIa OPraHU3AIMUA MEIUIIMHCKOM
nomowy GPI'bHY «Menuko-reneTnyeckuii Hay4Heli eHTp uM. akagemuka H.I1. boukoBay,
M.H.c jabopatopun mytareHesa @I'BHY «Menuko-reHeTHUeCKUii Hay4dHBI LEHTP HUM.
akanemuka H.I1. boukoBay.

Cy6oorun JImutpuii Muxainosuu — Bpau-renetuk ®I'BHY «Mennko-reneTnueckuit
HayuyHbIl 1IeHTp uM. akagemuka H.I1. boukoBay, uien Acconuanuy MEAUIIMHCKUX T€HETUKOB
(AMI).

HunoBckas Caerniana IlaBioBHa — jeTckuil HEHMpPONCHXOJIOT, CEPTHUPHUIMPOBAHHBIN
cnernuanuct no ceHcopHoi unrerpauuu (CLASI), xypatop oOpa3oBareibHBIX MPOEKTOB,

noronenudeckuil ueHtp "Teppuropus peun", r. Mocksa.
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IIpunoxenue A2. MeTonoJ10rus pa3padoTKu KIMHUYECKUX PEKOMEH 1Al

Hacrosimue pexomenpanuu mOpeaHa3HAYEHBbl JUIsi MNPUMEHEHUS  MEIUIIMHCKUMH
OpraHHU3aIUSAMH U YUPEXKACHUAMHU PeepabHbIX, TEPPUTOPUATIBHBIX U MYHUIIUIAIBHBIX OPTaHOB
yIpaBiICHUS 3/IpaBOOXPAHEHUEM, CHCTEM O0053aTeIbHOIO0 M JOOPOBOJIBHOTO MEAMIIMHCKOIO
CTpPaxOBaHMs, APYTUMHU MEIULIMHCKUMH OPTraHU3alUsIMU Pa3IMYHbIX OPraHU3alMOHHO-TPABOBBIX
dbopM AeSITeNT HOCTH, HAPABICHHON HA OKa3aHHE MEIUITMTHCKOM MTOMOIITH.

IleaeBas ayIuTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMM:

Bpau-reneruk;
Bpau-neauatp;
Bpau-TepanesrT;
Bpau-neBpouior;
Bpau-nicuxuarp;
Bpau-gerckuit kapanonor;
Bpau-kapauosor;

Bpau-nerckuii 3HI0KPUHOJIOT;

© 0 N o g Bk~ wDhPE

Bpau-snnokpunoor;

=
o

. Bpau-nerckuii xupypr;

-
-

. Bpau-xupypr;

=
N

. Bpau-TpaBmatrosor-opromnen;

=
w

. Bpau-cromarosior-aeTckuii;

H
S

. Bpa‘{'CTOMaTOJ'IOF;

=
(@)

. MenuuuHCcKuii ICUXOJIOT;

[ERY
»

. Bpau-cyp1010r-0TOpHHOIAPUHTOJIOT

-
\l

. Bpaun ¢pyHKIMOHATIBHOM TMAarHOCTHKY;

=
oo

. OGyyaroruecs B OpJUHATYPE;

=
O

. Ctynentsl MmenunuHckux BY3oB.
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Tadmuua 1. [lkama orneHkW ypoBHEH T0CTOBEpHOCTH mokaszatenbceTtB (Y )ans mertomos
JIMAarHOCTUKY (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)

YA Pacungposka

1 | Cucremarnyeckue 0030pbl UCCIEOBAHUNA C KOHTPOJIEM pedepeHCHBIM METOJ0M
WM CUCTEeMAaTUYECKUN 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKUX MCCIIETOBAHUM
C IPUMEHEHUEM MeTa-aHaIn3a

2 OTnenbHBIE UCCIIE0BAHUS C KOHTPOJIEM pe(epeHCHBIM METOIOM WJIH OT/IEIbHbIC
PaHIOMU3UPOBAHHBIC KIMHUYECKHE UCCIIETIOBAaHHUS U CHCTEMaTH4YecKhe 0030pbI
UCClIeIOBaHUM  J11000r0  au3aifHa, 3a MCKIIOYEHHWEM paHIOMHM3HPOBAHHBIX
KIIMHUYECKUX UCCIIEOBAHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HCCJ’IGI{OB&HI/ISI 0e3 IMOCJICA0BATCIIbHOI'O KOHTPOJIA pe(bepeHCHHM MCTOAOM HJIHN
HUCCICIOBaHUsA C pe(i)epeHCHI)IM MCTOAO0M, HE€ MABJIAIOIIMMCA HE3aBHUCUMBIM OT
HCCIICAYEMOTIO METOJa N HCPpaHAOMU3HUPOBAHHBLIC CpPaBHHUTCIIbHBIC
HCCIICO0BaHMA, B TOM YUCJIC KOT'OPTHBIC UCCIICAOBAHMA

4 HeCpaBHI/ITCHBHLIC HCCIICAO0BaHNs, OITMCAHNUEC KIIMHUYCCKOT'O ClIyYdasn

5 Hmeercst aump 000CHOBaHUE MEXaHU3Ma JEUCTBUS MU MHEHHUE OKCIICPTOB

Tadmuua 2. [lkana oOneHKH ypoBHEH TOCTOBEpHOCTH nokazaTenbceTB (Y )ans mertomon
PO UIAKTUKH, JICUCHUS ¥ peadrmiuTanuu (MpoQHiIakTHIECKUX, JICYCOHBIX, peaOINTAIMOHHBIX

BMEULIATEIbCTB)

YA Pacungposka
1 | Cucremarnyeckuii 0630p PKU ¢ npumenennem meTa-aHannza

2 | Ornensabie PKU m cucremarndeckue 0030pbl HCCIICIOBAHU JTIO00T0 qu3aiiHa, 3a
nckimouenrnem PKH, ¢ npumenennem Mera-aHanusa

3 HepaHHOMI/I3I/IpOBaHHI>I€ CPaBHHUTCIBHBIC HCCICAOBAaHWA, B T.4. KOI'OPTHBIC
HUCCICIOBaHUs

4 HeCpaBHI/ITeHBHHe HCCJIICAOBAHUS, ONMMCAHUC KIIMHUYCCKOI'0 Cliydad WU CCpHUU
CJIy4acB, HCCIICAOBAHUA ((Cﬂyqal\;I'KOHTpOJ'IL»

5 NmMmeerca  numib 0o00OCHOBaHME  MEXaHW3Ma  JEHCTBUA  BMEMIATEIHLCTBA

(I[OKJ'II/IHI/I‘-IGCKI/IG I/ICCJ'IC)IOB&HI/IH) HJIM MHCHUEC SKCIICPTOB

Tadoauua 3. Illkana omeHku ypoBHeH ybOemutenbHOCTH pekoMmeHnanui (YYP) mns metomos
npoQUIaKTUKKA,  JUATHOCTUKH,  JiedeHUs ©u  peabunmutammu  (IpOoUIaKTHYECKHX,
JTUATHOCTHYECKUX, IEYEOHBIX, peaOMINTAIIMIOHHBIX BMEIIATEIHCTB)

YYP Pacungposka
A CunpHas pekoMeHaanus (Bce paccMaTpuBaeMble KpUTepUH 3PPEKTUBHOCTH
(McxXonbl) SBIAIOTCS BaKHBIMH, BCE MCCJIEIOBAaHUS HMMEIOT BBICOKOE WIIH

YAOBJICTBOPUTCIBHOC MCETOJ0JIOTMYECKOEC Kad€CTBO, HUX BBIBOABLI II0
HHTCPCCYHOIIUM UCXOAaM ABJIAIOTCSA COPJIaCOBaHHBIMI/I)
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B YcnoBHass  pekoMeHmanus (HE BCE  paccMaTpUBaeMble  KPUTEPUH
3¢ (heKTUBHOCTH (MCXOJbI) SIBISIOTCS BaXKHBIMH, HE BCE HCCIICIOBAHHUS
UMEIOT BBICOKOE HIIM YJIOBJICTBOPUTEIHHOE METOA0JIOTUYECKOE KAaueCTBO
I/I/ 1501050 ux BBIBObI 10 HUHTCPCCYHOIIUM ucxogam HEC SABJIAKOTCA
COTJIACOBaHHBIMH)

C Cnabast pekoMeHalus (OTCYTCTBHE JI0KA3aTENIbCTB HAIS)KAIIETO KauecTBa
(Bce paccMarpuBaemble KpuTepuH S(PGEKTUBHOCTH (MCXOJBI) SIBIISIOTCS
HEBa)KHBIMH, BCE UCCIICAOBAHUS UMCIOT HU3KOE METOJIOJIOTUIECKOE KaYeCTBO
Y MIX BBIBOJIBI 110 MHTEPECYIOIIUM UCXOJaM HE SIBIISIOTCS COTIIACOBAHHBIMH )

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIalMid.

MexaHu3M OOHOBJICHHS KIMHHUYECKUX PEKOMEHIAIUH MPEAyCMaTPUBACT UX CUCTEMATHYECKYIO
aKTyaJIHM3alMi0 — HE PeXe YeM OJIMH pa3 B TPU rojia, a TAKXKE MPH MOSBICHUN HOBBIX JaHHBIX C
MO3HIIMU JIOKA3aTeIbHON MEIUIIMHBI 110 BOIPOCAM JTHATHOCTHKH, JICYCHHS, MPOMUIAKTUKA U
peabuiuTa KOHKPETHBIX 3a00JICBaHMM, HATMYUA OOOCHOBAHHBIX JOIMOJHEHUI/3aMEUaHUH K
panee yrBepxkaeHHbM KP, HO He gaie 1 paza B 6 MecsiIieB.
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IIpunoxenne A3. CnpaBouyHble MaTepHAJbl, BKJIKYasg COOTBETCTBHE
MOKA3aHUH K NMPUMEHEHHUIO U NMPOTUBONOKA3aHUI, ClI0CO00B NPUMEHEHHUS
U /103 JIEKAPCTBEHHBIX MPeNnapaToB MHCTPYKIUM 1O TNPUMEHEHUIO

JIEKApPCTBEHHOTO Mpenapara.

JlaHHbIe KJIMHUYECKHE PEeKOMEHIaluu pa3padoTaHbl ¢ Y4eTOM CJIeIyIOIUX HOPMATHBHO-
NPaBOBBIX TOKYMEHTOB:

1. ®denepanbubiit 3ak0H o1 21.11.2011 N 323-®3 (pen. ot 25.12.2023) "O6 ocHOBax
OXpaHbl 3J0pOBbs TpakiaH B Poccuiickoit @enepannn”

2. [Tpuka3z Munznpasa Poccuun ot 21.04.2022 N 274n "O6 yrBepxaenuu Ilopsnka
OKa3aHUsi MEAMIIMHCKON IOMOIIM TMAllMeHTaM C BPOXKJIECHHBIMU M (WJIM) HACJIEICTBEHHBIMU
3a0o0sieBaHUAMHU"

3. [Tpuxa3z Munzapasa Poccun ot 10.05.2017 N 2031 "O6 yTBepK1€HUU KPUTEPUEB
OILICHKH Ka4eCTBa MEAUIIMHCKOM MOMOIITH"

4. MexnynaponHas kiaaccudukainus 0oie3Hel, TpaBM U COCTOSHUM, BIMSIOMIUX Ha
3popoBbe (MKB — 10).

5. [Tpuxaz MunznpaBa Poccun ot 02.05.2023 N 2051 (pen. ot 04.12.2023) "O6
yTBepkAeHUH HOMEHKIaTyphl JOMKHOCTEH MEAUIIMHCKUX PAaOOTHUKOB U (hapMarieBTHUYECKHUX
paboTHUKOB"

6. [Tpuxaz MunznpaBa Poccun ot 28.02.2019 N 103u (pen. ot 23.06.2020) "O6
YTBEPXKJICHUH TIOPSIKA U CPOKOB pa3pabOTKU KIMHUYECKUX PEKOMEHJAINM, X MepecMoTpa,
TUTIOBOM (DOPMBI KITMHUYECKUX PEKOMEHIAIUN 1 TpeOOBAaHUH K UX CTPYKTYpPE, COCTaBY M HAYIHOU
000CHOBaHHOCTH BKJIFOYaeMOI B KIIMHMYECKHE peKoMeHaauu nudopmanun"”
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Hpuio:xkenne A3.1. OcHoBHBbIe CMHAPOMBI /11 T depennuanbHoro ruaruo3a CB [3].

Tun Kirnuyeckue npu3Haku CUHIPOMOB
Crnapom HacneiOBaHH HauGonee yacteie BIIC OTHH‘MTZJII/IL;He HepPTRI JlonoyHUTENbHBIE TPU3HAKU
- «3Be3quarasy pagyKka; -
IlepuopOuranbHbIii
OTeK; - l'unepkansuuemus
Cungpom ALl Hanknanansslil cTeHO3 - Illupoxwuii por; - XpHuIUIBIH roj10C
Bussamca A0PTHI - Bepxusis ryba B popme - UpesmepHo ApyKecTBEHHOE
nyka Kynunosa; MOBEJICHHE B OOIICHUN
- [Tyxubie ry0OsI;
- bonpmme MoUKH;
-I'na3Holi runeprenopusm - KpputoBuanas ckinagka
- [IpunyxnocTh BEpXHEro meun
Crnpou Hysan ALl CTeHo3 NeroyHom Beka / £1T03 - Knneianzmaﬂ TpyIb
apTepuu - Imy6Goxwuii punbTp - CocKOBBIi1 THIIEPTETIOPU3M
- Huzko cupsmue, - Hucrnasust muMdaTHuecKom
POTHPOBAHHBIE K3a]U YIITH CHUCTEMBI
- IIto3
Cunnpom - 'unonna3us KpblbeB - 'mmokanereMus
HeJenu ALl KonotpynkanbHbie HOCca - UmmyHO et
22911.2 - Bricokuit kopeHb HOca - Aromanuu HEOa
- ManeHnbkue yumm
- I'my6oxo nocaxeHHBIE
rjiaza
Crrzpom ALl CenTanbHbIe TEQEKTHI - I\/ﬂ?{?)ﬁi?;?Hi?ﬁ? }I;f;;)He:«; - Cawoarpecciz
Cmura-Marenuc - XpuIUIBIA roj1oc
a3
- Kopotxkwuii ryGHOi
Ke00OK
Al - JInmvHHBIE pacienuHbl
Cungpom X-crer. ras - Pacuierienue ry6sl / HEOa
Koapxkramust aopThl - BriBepHyThIC HIXKHUE
Kabyku z[OMMHVaHTHLI oK - ITo3BOHOYHbBIE aHOMATIUU
" - bonpimue ymu
- KopoTtkwue ria3usie menn
AJKOTOJIbHBIT He - [nockuit punasTp
CenTanbHble 1eQEKTHI - PacropmoxeHHOCTD
CHUHJIPOM IIJIOZa | HaclemyeTcs - Tonkas BepxHss ryba

- Manenbkue ymu

IMpuaoxenne A3.2. OcHOBHBbIe CHMIITOMBI, HaOOAaemblie npu CB [33].

CHMITOMBI 110 CHCTEMAaM OPraHoOB Yacrora, Bospacrt
% Mu1aieH4ecTBO Jlerckuii B3pocJblii

I'1a3a u 3penne

230Tponus 50 + R R

I'unepmerponust 50 - + +
Cayx

Peunausupyromue cpegHiue OTUThI 50 + + -

[oBbllIeHHAs: YYBCTBUTEIBHOCTD K 3ByKaM 90 + + +

IIporpeccupyrolias CeHCOHEBpalibHAA TYTOYXOCThb 65 - + +
3yonb1

HenpasuibHbli npukyc 85 - + +
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MuxkpooHTUS 95 + +
CepaeyHo-cocyaucTasi cucreMa

JIroOble aHOManH (Bcero) 80 + + +

HanknamaHHBIA CTEHO3 a0PTHI 75 + + +

HapxmamaHHBINA CTEHO3 JIETOYHON apTepun 25 + + +

Iepudeprueckuii CTEHO3 JIETOYHBIX aPTEPHA 50 + - -

Jpyrue aprepuaibHble CTEHO3bI 20 - + +

JedexT MexoKeryT09KOBOH TIePeropoIKn 10 + - -

ApTepranbHasi THIEPTEH3HU 50 -

VBennuennsiii QTc 13 -
Mouenonosas cucremMa

CTpyKTypHBIE aHOMATIHH 5 + + +

OHypes 50 - + -

HedpoxanpumHos <5 + - +

JIMBEpTUKYIT MOYEBOTO ITy3bIPSI 50 - +
Keayn04yHO-KHIIEYHbI TPAKT

TpyaHocTH ¢ KOpMIIEHHEM 70 + -

3amopsr 50 + +

JIMBepTUKYIE3 TOJICTON KUIIKK 30 - + +

Brimanerne npsMoi KUIIKH 15 + + -
Koxa

Misirkast, apsibnasi Koxa 90 + +

ITaxoBast rpppKa 40 - -

[Tymounas rpeoka 50 - -

[TpexaeBpeMeHHOe TIoCeIeHUE BOJIOC 90 - - +
CkeJIeTHO-MBIIIEYHAs] CHCTEMA

I'nepMoOMIIBHOCT CYCTaBOB 90 + -

KonTtpakTypsl cycTaBoB 50 +

JlyuezanscTHbIi CHHOCTO3 20 + +

Kudgos 20 - - +

Ckonmno3 18 - + ¥

Jlopmos 40 - + +

Heyximroxas moxojka 60 - + +
O0MeH kaJbIus

lunepkanbrmeMus 15-40 + - +

I'mnepkansumypus 30 + + +
DHIOKPHHHAS CUCTeMA

I'unotupeos 5-10 + + +

Pannee nosioBoe co3peBanue (PeAKO HCTHHHOE 20 - + -
NPEKIEBPEMEHHOE TT0JIOBOE CO3PEBAHNE)

CaxapHnblii tnabder 15 - - +

OxupeHne 30 - + T
HepBHas cucrema

Bricokne cyXoXHiIbHbIE pedIIeKCh 75 -

Mansdopmanusa ApHonsaa-Kuapu 10 +

l'umoronwus (LEHTpATBEHAS) 80 + + -
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l'unepronyc 50 +
KoruutupHble QyHKIUM
3anmeprKKa IICUX0-PEIeBOTO Pa3BUTHS 95 +
WurennexryanbHblit nepunmr 75 +
HopmanbHblil HHTENIEKT 5 +
Hapy1ienue 3puTenpHO-NPOCTPAHCTBEHHOTO 95 +
BOCHPUSITHUS
Oco0eHHOCTH NOBEJeHUS
CuHapoM gedunuTa BHUMAHUS U TUTICPAKTHBHOCTH 65 +
TpeBoXxHOE PACCTPONCTBO 70 +
Hapymienus cHa 65
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puaoxenne A3.3. [ucnanceprnoe HadMwaeHne y nauueHToB ¢ CB B pa3HbIX BO3pPacTHBIX

rpynnax [33].

HUccaenoBanus
Bo3pacr
e lccnenoBanue ypoBHs OOIIEro KaJbLUsl B KPOBH Kaxable 4-6 MecsleB 110
MunanenuecTBO — JIOCTHKEHUS BO3pacTa 2 JeT;
paHHHUHN TCTCKUI e lccnenoBanue ypoBHs TtupeoTpornHoro ropmona (TTI), cBoGoanoro
BO3pacT tpuiiontupornna (CT3) B kpoBu, cBobomnoro tupokcuHa (CT4) B
CBIBOPOTKE KpOBH | pa3 B roz B Bo3pacTe 10 3 JIeT.
e [IpoBeneHne aHTPONIOMETPUUECKUX UCCIEAOBAHN;
e [lpoBenenue aHain3a KPOBU OMOXMMHUYECKOT0 OOLIETEParIeBTUIECKOTO
(uccnenoBaHue YpOBHS INTFOKO3bI, TIIMKMPOBAHHOTO ME€MOTIO0MHA,
TPUTIULEPUIOB, XOJIECTEPUHA, TUIIOIIPOTENHOB, XOJIECTEPUHA
JUIONPOTENHOB HU3KOM MJIOTHOCTH, XOJECTEPUHA JIUIIONIPOTENHOB
BBICOKOH IUIOTHOCTH);
EskerojHo, B JI060M e IIpoBenenue uccienoBanue ooLMEro (KIMHUYECKOr0) aHAIN3a MOYU
Bo3pacte (3a e [IpoBepka 3peHus 1is BBIABICHHUS aHOMAIMNA pedpakiuy U KOCOTIa3us;
UCKIIIOYCHUEM e 1poBeneHue ayauomerpuu 10 30 ner;
YKa3aHHBIX) e l3mMepenue apTepraabHOTO AABICHHUS HA MEPHUPEPHUUCCKUX aPTEPHSIX;
e lI3MepeHne KaJbLMI-KPEATHHMHOBOIO COOTHOIIECHHSI B PAa30BOM IMOPLUH
MOYH/ O0IIEM aHAJIN3€ MOYH;
e HaOmronenue u obcneioBanue y Bpaya-kapauosora He pexke 1 pasa B roj B
TE€4YEHHE MEPBBIX 5 JIET, 3aTEM KaXble 2-3 rojla B TECUEHUE BCEH KU3HHU.
e [IpoBeneHne XOITEPOBCKOTO MOHHUTOPUPOBAHHUSA CEPAECYHOIO pUTMa BCEM
nanuentam ¢ CB exerogHo 1o 5 ner, 3ateM | pa3 B 2 roza
e UccnenoBanue ypoBHs TupeoTponHoro ropmona (TTI'), cBoGoaHOro
tpuilontuponnna (CT3) B kpoBu, cBoOoaHoro TtupokcuHa (CT4) B
Kaxnpie 2 rona CBIBOPOTKE KPOBH.
e VYIbTpa3ByKOBOE UCCIIEJOBaHHE IIMTOBUIHON JKEJI€3bl M MapalUTOBHUIHBIX
Keles
Kaxnasie 10 net e  VYIBTpa3ByKOBOE UCCIIEIOBAHUE ITIOYEK U MOYEBOTO ITY3bIPs
IIpoBenenue ayauomerpuu B Bo3pacte 30 J€T U Jajiee Kaxable TpU roja
[Tatmentam crapme 30 jeT HEOOXOOUMO Kaxable 2 Troja MpPOBOJIUTH
Bspocisie .
OpajbHBIN TECT HA TOJEPaHTHOCTH K rimoko3e (OI'TT)
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IMpuaoxenne A4. HopmajibHble 3HAYeHUS] KAJbIM-KPEaTUHHMHOBOIO COOTHOIIECHUS B

pa3oBoii nopuun mouu [33].

Bo3spacr

CooTHoOIIeHNE KAJbIUH/KPeaTUHUH (MI/MI; 95-i1 mepueHTHIb s

BO3pacra)

<7 Mmec.

0.86

7—-18 mec.

0.6

19 mec. — 6 net

0.42

Bspocieie

0.22

Ipniaoxenue b. AJIropuT™MBI BeleHUS MANHEHTA

TTanueHT ¢ KTMHHYECKHMH
npossiaennsivMu CB

|

KoHcynbTalms reHeTHka

Bbl,ﬂﬂ}lb{ KOHTaKThI
OpraHu3aLHnii,
COOﬁU.lECTB TIALHEHTOB

TNowuck neneunii B pernose
7q11.23
(mMetomom MLPA/ XMA)

Koncyasranus
KapAHoJIora,
IHIOKPHHOIOTA

KoHcymbralms reHeTHka Jlnarnos moaTeepixIeH Koncynsraums renernka

HPOHDH)KEHI‘IE JHAarHoOCTHYECKOT O

Taument HaIpasBlicH Ha'
MOHCKA B PAMKAX APYTHX CHMITOMOB

spropeabHINTaLHIO
(aprorepartns)
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Ipunoxenue B. Uudopmanusa 11 naumeHra

Yro Takoe cunapoM Buiabsimca?

Cunapom Buibsimca (CB) (cuaapom «imna 3iabda») — CHHAPOM, BO3HHKAIOIIWNA B
pe3ysibTaTe XPOMOCOMHOM MAaTOJIOTHH (OTCYTCTBUM YaCTH XPOMOCOMBI 7), HOCUTEIH KOTOPOTrO
oOmagaroT cnenuduyeckoil BHEUTHOCTHIO U XapaKTEPHU3YIOTCS 3aJI€PKKOM MHTEIUIEKTYaIbHOTO
pa3BUTHs (OOBIYHO JIETKOH CTENIEHH), a TAKXKE 0COOCHHOCTSIMU ITOBE/ICHUSI.

Kak nposiBasiercs cunapom Buabsimca?

BonbmmucTBO nereit ¢ CB uMeroT cxoaHble yepThl Jiniia. YacTu OHU ObIBAIOT JOCTATOYHO
HE3aMETHBIMU, MOT'YT CTAHOBHUTBCS 00Jiee BBIPAKEHHBIMH ¢ BO3pacToM. OCOOEHHOCTH YepT JIuIa
BKJIIOUYAIOT B ce0sl IMPUITYXJOCTh BEK, 3BE3AUaTyI0 PaAdyXk Ky, KOPOTKMI HOC M KOHYMK HOCa B
dbopMe TyKOBHIIBI, IMIUPOKUN POT, MOJHBIE T'YObl M MAJICHbKYIO HIDKHIOIO YENIOCTh, Y JETei
CTapIlero Bo3pacTa v B3pOCIIbIX — JJIMHHOE Y3KO€ JIMLO U JUIMHHAS 1Ies.

C poxnaenusi y pebenka ¢ CB wyamie Bcero Hu3Kas Macca Teja, JETH Ha TPYIHOM
KOPMJICHHH TJIOXO COCYT, YaCTO CTPAAAIOT PBOTOMU, 3alI0paMu, OOJISIMU B JKUBOTE, a TAK)KE TIIOXO
HaOuparoT Bec.

VY MHorux nereid ¢ CB BBIABISIIOT BPOKJICHHBIM MOPOK CEp/la, Yallle BCETO 3TO CTEHO3
A0pThl, UM HEOOXOANMO XUPYPIHUUECKOE JICUEHHUE.

Kak nacaenyercs: cunapom Bunbsimca?

CB Bo3HHUKaeT cHopajJuyecku, T.€. CIydaifHO. PUCK MOBTOpPHOTO poXkaeHus pedéHka ¢
TaKuM ke 3a00JIeBaHMEM B CEMbsX, YK€ UMEIOIUX OJHOr0o pebEHKa ¢ cuHApoMoM Buibsmca,
OLICHMBAIOT KaK Ype3BbIYaliHO HU3KHUM (BOIIPOCHI T€HETHYECKOI0 pUCKa HEOOX0IMMO 00CYKIaTh
C BpaYOM-T€HETHKOM).

Kak ycranaBiuBaercs 1marao3 cuHapom Buabsimca?

Bpau moser 3anono3pute CB Ha OCHOBaHMM KIMHUYECKUX cUMNOTOMOB. IIpu ocMmoTtpe
oOpamaroT Ha cebs BHUMaHHe OCOOEGHHOCTH 4YepT JIMIA, XapakTepa M TMoBefeHus. B
OMOXMMHYECKOM aHaJM3€ KPOBH BO3MOXKHO IMOBBINIEHUE YpoBHA Kaiblus. [1o nanasiM Oxo0-KI'
MOXET OBITh OOHApYXeH BPOXKAECHHBIH MOPOK cepana. Ho 3Tu mpusHaku MOryT OBITH U IpU
JPYTUX HACJIEACTBEHHBIX CHUHApOMax. JlJi TOYHOTO MOATBEPXKACHUS AMArHo3a HEoOXOIUMO
nposenenne [IHK-nnarsoctuky. 3010TBIM CTaHIAPTOM SIBJISIETCS MOWCK JENENUl B PErHMOHE
7ql1. Metoxa uccineaoBaHusl ONPENEIET Bpau-TeHETHK.

Kak sgeuar cunapom Buabsimca?

OCHOBHOE MECTO 3aHMMAlOT CHMIITOMAaTHYECKOE JIEYEHHE U  KOPPEKLHOHHO-

BOcmuTaTeabHast pabota. Tepanus s nanueHToB ¢ CB mogOupaercs uanuBuayansHo. s gerei
S7



C pa3IMYHON CTETECHBIO HAPYIICHHS Pa3BUTHs pa3pabOTaHBI CHelUaIbHbIe 00pa3oBaTelIbHBIC
nporpammel. [IpoBoASITCS MOBEIEHUECKUE KOHCYJIBTAIMU ¢ BO3MOKHOCTBIO MEIMKAMEHTO3HOTO
JeYeHuss CHHApoMa jaeduuuTa BHUMaHUS W TpeBoru. Ilpu mopokax cepana BO3MOKHO
XUPYPrHYECKOE BMeEMIATEIbCTBO. [Ipy rumepkagblMeMud Ha3zHa4aeTcss MOAMPHUIIMPOBAHHAS
IyeTa ¥/ WM crieruanbHble npernapathbl. [[poruo3 3ab01eBaHrs OTHOCUTEIBLHO OJaronpHusTHHIH,
BO3MOXHAa CollMaJIbHas ajgariranus, 3TO HaHpﬂMYIO 3aBHUCUT OT BpeMeHI/I JUAarHOoCTUKH, paHHero
BMEIIATEIHCTBA U Hayaja Teparuu.

ITomomb ceMbe.

B Poccun ectb HECKOJIBKO OpraHM3alldidi, KOTOpPbIE TMOMOTYT BaM HAWTH OTBETHI Ha
BOHpOCI)I, CBsI3aHHBIC C CI/IHIIPOMOM BI/IJII)SIMCEL

Caiit doHma moaaepKKH JItojie ¢ cuHapomoM Buibsmca https://williams-syndrome.ru/

OTtkpbITas rpymnmna poauTenen JeTen c CB B BKonrakre

https://vk.com/ws russia together

Lentp Jleuebnoit [lenarornku momMoIs poauTesiME U crienanucTam_https://ccp.org.ru/

[TpaBoBas moanepxka poautessiM_https://www.osoboepravo.ru/

Accoumanusa poauteneii nereit Cunapoma Bunbsamca B CHIA (Williams Syndrome
Association)
Be0-caiit: http://www.williams-syndrome.org
®onn Cungpoma Bunssmca (Williams Syndrome Foundation Worldwide Web)
http://www.wsf.org
CaliT CONEep>KUT CHHCOK OpraHU3alui TOAICPKKH B PA3NUYHBIX CTpaHaxX IO ajpecy:

http://www.wsf.org/family/support/orgsint.htm

Hpuaoxenuss I'l-I'N. [lkansl oumeHkd, BONPOCHUKH M JAPYrHe OIEHOYHbIE

HHCTPYMEHTDBI COCTOSAHMSA NMAalMECHTA, IPUBCICHHDBIC B KIMHUYECCKUX PEKOMCHAAIIUAX .

He npumennmo.
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