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TepMUHBbI N onpeaeneHns

Bpoxnennas anupuaus (BA) — BpOXICHHOE TEHETHMYECKOE KOMIUJIEKCHOE 3a0oJeBaHuE,
MPOSABISAIONICECS  TMOJIHOM WM  YacTUYHOW  TUIOIUIa3ued  pajyKHOM  OOOJIOUKM TJlaza H
XapaKTepU3yIollleecs NaTOJOTNYECKUMHU U3MEHEHUSAMH BCEX CTPYKTYp TIJ1a3a.

['unonnasus ¢osea u nucka 3purenbHoro Hepsa (J3H) — oTcyTcTBUE paBUIIBHO CHOPMUPOBAHHOM
ceryarku B 30He (oBea u JI3H (Hemopa3BHTHE MAHHBIX CTPYKTYP), XapaKTEPH3yeTCsl OTCYTCTBHUEM
(boBeasbHOI JIeTIpeccuy MaKyJIIpHOTO KOHTYpa U yMeHblIeHreM pazmepos [I3H.

["'oHnonucrenes — BpoXACHHbIE aHOMaINU yria nepeanei kamepsl (YIIK) u gpeHakHOU cucTembl
rJia3a, BO3HUKAIOIIKE B Pe3yIbTaTe 3a/I€P>KKU B pa3BUTHH U AU(GEpeHLInauU 3TUX CTPYKTYD.

AHvpuaniiHas KepaTonaTus — HapyLIEHHE MPO3PAauyHOCTH POTOBUIIBI C MOTEPEH SMUTEIHATbHBIX
KJIETOK, KOTOpO€ MOXET COINPOBOXAATbCA BOCHAJIEHWEM C HWHOUIbTpaldeld HMMYHHBIX KJIETOK,
BaCKyJIsipU3allieli M XPOHMYECKHM IPOTPECCHPYIOUIMM IOMYTHEHHEM, BO3HHUKaiomee Ha (oHe
MEePBUYHON  HEAOCTATOYHOCTH  JuMOanmbHBIX  cTBOJIOBBIX  KieTtok (HJICK) w  mocreneHHo
nporpeccupyloiiee ot nepupepuu K HeHTpy.

Anvpuaniineiii  ubposssiii cunapoMm (ADC) — 3TO OCIOKHEHHUE, CHUXKAIOIIEEe 3PUTEIbHbBIE
¢dbyHKIMU W onucaHHoe Tonbko mpu BA. IlpencraBisier coboii (GuOpo3HBIN pyOLOBBIM mporecc He
BOCIAJIMTEIBHOTO T'€HE3a, AaCCOIMUPOBAHHBIA C pa3BUTHEM TruUnoToHMM u ¢rusuca riaza [40] u
BO3HHUKAIOIIMI 11OCIIE XUPYPrUUECKUX BMEIIATEIbCTB.

1. KpaTtkaa nHdopmaumsa no 3aboneBaHNo UMM COoCcTossHUIO (rpynnbl 3aboneBaHnn
WIn COCTOSIHUN)

1.1. OnpepeneHne 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHUM WU
COCTOSIHUWN)

Bpoxnennas anupuaus (OMIM #106210) — peaxuii reHETUYECKUN TOPOK PAa3BUTHSA IJ1a3a, BHEILIHE
IOPOSBJSIIOIIMICS  MOJIHOW WM YacTUYHOM  TIMNOIUIa3uedl  paayXHoOM  o0osiouku ryaza |
XapaKTepU3yIOIINica NaTOJIOTHYECKUMH U3MEHEHUSIMU BCEX CTPYKTYp IJa3za. 3aboseBaHHe HacleayeTcs

mo ayTOCOMHO-AOMHWHAHTHOMY THITY C OJTHOU MNEHETPAHTHOCTBO U BapBI/IPYIOH_[eﬁ IKCIIPECCUBHOCTBHIO
[1, 2, 3].

1.2. 3Tnonorua n naroreHes 3aboneBaHVUA UIU COCTOSIHMA (rpynnbl 3aboneBaHun
WUIIN COCTOSIHUN)

B ocnoBe 3THonornn BA, kak caMOCTOSTENTbHOM HO30JIOTUYECKOW €TMHUIBI, JIEKAT MyTallul I'eHa
PAX6 B 90% crnyuae (OMIM *607108), B TOM umncie XpoMOCOMHBIE mepecTpoiiku pernoHa 11pl3 ¢
BoBJieueHHEeM Jiokyca PAX6 wmm B 5% ynameHHOW HMC-PEryasiTOPHONM OO0JIacTH, KOHTPOJUPYIOIIEH
skcnpeccuto rera PAX6 [1]. B 5% dopmupoBanne BA accoumupoBano ¢ myranusimu renos PITX2
(OMIM *601542), FOXC1 (OMIM *601090), FOXE3 (OMIM* 601094), CYP1B1 (OMIM* 601771),
PITX3 (OMIM* 602669), FOXE3 (OMIM* 601094), FOXC1 (OMIM* 601090), PXDN (OMIM*
605158)) [2,4]. TlaTorene3 BA, kIMHHUYECKUE TPOSIBICHUS, CTEIICHb MOPAKEHHS Pa3IMYHBIX CTPYKTYP
rina3za oOyCJIOBJIEHb T'€HETHUECKOW TIeTepOreHHOCThIO, MPUYEM KakK JIOKYCHOM (MyTaluu paziIHuHBIX
T€HOB), TaK U ajuleJbHOU (TUN MyTauuii). bonpmioe 3HaueHne B GOPMUPOBAHUU KIMHUYECKON KapTUHBI
UrpaeT TEeHETHYeCKHH (OH, T.e. COBOKYNHOCTb M COYETaHME TIE€HETHYECKMX BApHUAHTOB, KOTOpbIE
MIPUBOIAT K CHIDKEHHIO aganTaiuu [5].

B Hacrosimuii MOMEHT HeT enuHOW kimaccupukanuu BA. Yapumns A. B 1996 r. mpennoxxuia
kjaccuuuupoBate BA ¢ TOUKM 3peHHs 3THONATOreHe3a U KiIMHUYeckoro noprpera. CornacHo JaHHOU
kinaccupukanuu BA oTHocHTCs K TpyIe Me3eHXMMaIbHBIX AUCTCHE30B Tia3a ((heHOTUIHUYECKas: cepHs
OMIM#107250) [6]. B nambHelinem, mocie OTKPHITHS TCHOB, YYAaCTBYIOIIMX B 3THOMATOTEHE3E
JIMCTEHE30B MEpEeIHEero OTpe3Ka Iias3a, B JaHHOW KIACCU(HUKAIMU BBLACTHIN 8 KIMHUKO-TEHETHYECKHX
TUIIOB, ACCOIMMPOBAHHBIX C MyTanmusMu B pa3nuuHbix reHax (PITX3 (OMIM* 602669), FOXE3
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(OMIM* 601094), FOXC1 (OMIM* 601090), PITX2 (OMIM* 601542), CYP1B1 (OMIM* 601771),
PXDN (OMIM* 605158) [7,8]. Kpome Toro, K 3TOM TpyIIle MOXHO OTHECTH W APYIHE COCTOSHHS,
BBI3BIBAEMBIC MYTAIIUSIMH B TEX K€ I'€HaX: aHOMAJIUU TPYIIbI cuHapoMa AkceHdenbaa — Purepa (OMIM
#602482), upunoronnoaucrenessl I, I tuna (OMIM #601631 u OMIM #137600), anomanus Ilerepca
(OMIM #604229) [9].

Wcxons 3 aTuonarorenesa, KIMHUYECKON KapTUHbI BA, yCcTaHOBJICHUS TEPBUYHON MOJIEKYIISIPHOM
OPUPOJBl M JIMTEPATYPHBIX [AHHBIX B HACTOSLIMM MOMEHT LEJIecOo00pa3HO CHUCTEMAaTU3UPOBATh
paccMaTpUBaEMyI0 aHOMAIIUIO CIEAYIOUIMM 00pa3oM.

1. V3onupoBaHHas BpPOXKACHHAs aHUPUIUS (WIM HECHHApPOMAlbHAs BPOXKICHHAs aHuUpuius). B
75% BA cinyyaeB pa3BUBaeTCs Kak M30JMPOBAHHAs TJa3Has aHOMalus C BOBJICYCHHEM B
NATOJIOTMYECKUH IpoLecC TOJBKO 3PUTENBHOIO aHaiu3aropa 0e3 HM3MEHEHUH B APYrUX CUCTEMax
opranoB [10]. Cornacuo 6a3e manabix OMIM Boeiienstor Tpu dopmbr: AN1 (OMIM #106210), AN2
(OMIM #617141) m AN3 (OMIM #617142). OHn acconmMpoBaHbl COOTBETCTBEHHO ¢ reHamu PAXO,
ELP4 (OMIM* 606985) [11] u TRIM44 (OMIM* 612298). OnHako, eAMHCTBEHHON npuunuHOi BA mo-
IPEeXHEMY CUMTAeTCs CHIKEHHE Win u3MeHeHue ¢pyHkuuu reHa PAX6. B nannyro rpynmy nomumo BA
BKJIIOYCHBl AaHOMAUH TPYNIbl O(TaIbMOIOTHYECKHX CHHIpPOMOB: AkceHpenbna-Purepa (OMIM
#602482), upunoronnoaucrenessl I, I Tuna (OMIM #601631 u OMIM #137600), anomanus I[lerepca
(OMIM #604229) u nexotopsie npyrue [9].

2. AHupunaus, BXoJs11asi B CHMITOMOKOMIUIEKC HAclIeACTBEHHOIro cuHapoma. B 25% ciayuaes BA
ABJISICTCA CHMITOMOM HACJIEJICTBEHHOM CHHIPOMAJbHOM NATOJIOTHMH, NPU KOTOPOH MOpakaroTcs B
COOTBETCTBHHM C AIMOPHOTEHE30M HEBPOJIOTUYECKAs, DHIOKPUHHAS, OIOPHO-IBUTATENIbHAS W ApYyTHE
CHUCTEMBbl B COYETaHMM JApPYr C JAPYroM HIM IO OTAEIbHOCTU. HaciencTBeHHblE CHHIPOMBI C
MIOJINOPTaHHBIM MOPaKEHUEM UM BPOKICHHBIMU AaHOMAIMSAMM PAJly’KKH BCTpedaroTcs npumepHo B 12%
ciyyaeB. [lanHas rpymnmna 3a601eBaHui acCOLMUPOBaHA ¢ MYTALUAMU U XpPOMOCOMHBIMHU IIEpECTPOHKAMH,
BOBJICKAIONIMMHU Kak Jokyc rera PAX6 [12, 13], tak u B npyrux reHax (10 5%) [2, 4, 14, 15]. OcHOBHBIM
CHHJIPOMOM JAaHHOM I'pyMIIbl, COCTABIISIIOIUM O0Jiee MOJIOBUHBI BCEX CiIydaeB CUHIpoMalibHOW BA u 2,5-
13% Bcex ciayyaeB M30JMPOBAHHON aHOMAIMU pajgyXKKu siBisercs crnekTp (cunapom) WAGR (OMIM
#194072), KOTOpPBII XapakTepU3yeTcsl YeThIpbMs KIMHUYECKUMH PU3HAaKaMu: onyxoibto Bumbmca (W),
BpPOKJCHHON aHupuauei (A), yporeHuTanbHbIMU HapyumieHUsMU (G) M 3aJepKKOM MCUXOMOTOPHOIO
pasButus (R). Otnonornto WAGR crmekTpa CBS3bIBalOT € JEJICLUSMH pa3HOW MPOTSKEHHOCTH
TeJIOMEpHOW  dacT  XpomocomHoro permoHa 11pl3  (hgl9: chrl11:31,000,001-36,400,000),
3axBaTbIBatolleil onHoBpeMeHHO renbl PAX6 nu WTI1, unentudunupyemoii B nureparype kak WAGR-
obmacts [1, 12, 16].

Kpome WAGR criektpa BpokJeHHasi aHOMalWsl paay’KKU OMKCaHa B cOCTaBe cUHApoMa [ uiecnu
(OMIM #206700), KOTOpBIM XapaKTepuU3yeTcs YACTHYHOW THUIIOIUIa3ued pagay’KKH, OTCTaBaHUEM B
YMCTBEHHOM Pa3BUTHH, MO3KEUKOBOW aTakCHe W TUmoriazueil Mozxkedka. ToJdbKO B Tpex cCiydasx
BbIsIBIIEHa acconmanus ¢ sokycom 11pl3 [17, 18]. B 2016 roay oOHapyXeHa TeHETHUYECKas MpUYNHA
ayTOCOMHO-TOMHUHAHTHOTO cuHapoma ['miiecnin — ren ITPR1 (OMIM *147265) [19, 20].

BA B xOMOMHAIIMK ¢ U3BECTHBIMH Ha HACTOSIIUN MOMEHT CHUHJIPOMAMH U B COCTaBE HEKOTOPBIX
MHOKECTBEHHBIX TIOPOKOB Pa3BUTHS ONMKCAaHA B €UHUYHBIX CIydasx MpU MyTanusx B reHax FAMI111A
(OMIM *615292), PORCN (OMIM *300651), BBS1 (OMIM *209901) [21], mpu XpOMOCOMHBIX
curapomax 22q11 [22] u konbieBoit xpomocoMmsl 6 [23, 24, 25].

B 3aBepmieHnn pazzgena XoTesnochk ObI OTMETHTB, YTO MPOTPECC 3HAHUH B MOJIEKYIISIPHON OMOIOTHH
3HAYUTEIBHO M3MEHHWJI TIEPBUYHOE BOCIPUATHE B OJTHUOMATOTeHE3e, KIWHUYECKOW KapTHHE W
BO3MOYKHOCTSIX JICUEOHBIX M peaOMIIMTAIIMOHHBIX MepOmnpusTHiA. J[aHHBIH Tpolecc TONBKO HaOupaeT
00OpOTHI W TpeanoiaraeT BO3MOXKHOCTh JaNbHEHIINX pacHIM(PpPOBOK ACUCTBHUS T€HOB UX BIHSIHHS Ha
MATOT€HETHYECKUE MEXaHNU3MBI.
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1.3. dnupemumonorma 3aboneBaHMA WUNN COCTOSHMA (rpynnbl 3aboneBaHMU WU
COCTOSIHUN)

CornacHo 0a3e JaHHBIX peAKUX U opdaHHBIX 3a00JIeBaHUN PACIPOCTPAHEHHOCTh M30JIMPOBAHHON
BpoxxaeHHor anupuann (ORPHA:250923) cocranser 1 — 9:100000 [26].

[lo nuteparypHbIM JaHHBIM YacTtoTa BcTpedaeMoctd BA Bapeupyer ot 1:50000 mo 1:100000
HOBOPOXIEHHBIX [27-29]. COOTHONIEHHE CEMEWHBIX U EIUHUYHBIX (CIIOpPaJIuYecKUuX) CIydacB
OTJIMYAETCS 110 JaHHBIM pa3HbIX aBTOpoB: ot 2:1 [2, 14, 30] mo 1:2 [4, 31].

1.4. OcobGeHHOCTU KOAMpPOBaHMA 3aboneBaHMA WNM COCTOSHUA (rpynnbl
3aboneBaHunM unu cocrtosiHuM) no MexayHapoAHOM CTaTUCTUYECKOM Krnaccudukaumm
6one3Hen n npobrnem, CBA3aHHbIX CO 340POBLEM

Bposxnennble aHoManuu (IIOPOKU pa3BUTHS) EpEIHEro cerMenTa riasa (Q13)
Q13.1 — OrcyTcTBHE pamyXKH.

1.5. Knaccucdmkauma 3aboneBaHusi MU COCTOSAAHUA (rpynnbl 3aboneBaHUnW wunu
COCTOSIHUN)

KauHUKa BA;

KJIMHUYECKHUE KOppesiuuu ¢ TunaMu myraiuii PAX6;
KJIMHHKA TIIayKOMBI ITpu BA;

KJIMHUKA KaTapakThl Ipu BA;

KJIMHUKa runomuiasuu gosea u JI3H npu BA

1.6. KnnHnyeckas kKapTuHa 3aborneBaHUA UM COCTOAHUSA (rpynnbl 3aboneBaHun unu
COCTOSIHUWN)

Kano6pl manueHT 1 poauTENH MPENBABIAIOT peiko. B ocHOBHOM nipu pusnkanbHOM 00cIe10BaHUU
CUMIITOMBI BBIABIIAIOTCA INeauarpamMu. 1Ipy He3HAYMTENBHOM BOBJIEYEHUM B ITATOJIOTMYECKUM IPOLIECC
panyXHOH 000J10YKH, 3a00JIeBaHNE JTUATHOCTUPYETCS MPHU IJIAHOBOM CKPUHUHIE Bpaya-o(TaabMoJIOra.
O0bvem nedexta pagykHOH OOOJOYKH BapbUpyeT OT €€ MOJIHOTO OTCYTCTBHS 1O HE3HAYUTEIbHOMH
runorviasuu. lpu cnaboil cTeneHy BhIPaXKEHHOCTH pa3Mep 3padyka MOXKET ObIThb HOPMAaJIbHBIM, OJHAKO,
MOTYT HaOJOJaTbcs U3MEHEHUE CTPYKTYpPbI PaTyKHOW OOOJIOUKHM MPHU MPOBEAECHUU FOHHUOCKOMHMU (CM.
paznen 2.3). Ipyrue usmMeHeHus paayK1 XapaKTepU3yITCs YaCTUYHBIMU JAe(EeKTaMH B BUJIE aTUITUIHON
KOJIOOOMBI, SKCLIEHTPUYHOTO 3padkKa, HOJUKOPHH WIIH SKTPOIMOHA PaJly>KKH.

[TaHOKYNSIPHBIN XapaKTep MOBPEXKIECHUN MOMUMO JieeKTa paayKHOH 000JOUYKH XapaKTepU3yeTCs
Keparonaruei, riaykoMoi, karapakToi, runomnasueii osea u JI3H, mMukpodTarbMoM U MUKpOKOpHEa

[5].

HN3menenns porosunsl npu BA

Anupuauiinas keparonatust (AK) saBnsercs ogHuM M3 HambOosee 4YacThIX OcJoXKHeHuil BA,
NPUBOAAIIMX K 3HAUUTEIIBHOMY CHIDKEHHIO 3pUTEIbHBIX (PYHKIUH U quckoM¢popTy. B OonbimHcTBE
HCCTIEI0BaHUI YacToTa OOHAPYKEHHsI BUAUMBIX M3MEHEHUH poroBuilbl coctaBisieT 80-90%. B merckom
Bo3pacte B 85% ciyuaeB npeBanupyroT HavabHbie cTagun AK [32].

[Mpuunny BosuukHOBeHuss AK cesbiBator ¢ HJICK [10] wu anprepanueii auMOambHOTO
MHUKpPOOKpYKeHHsl BcienctBue Mmyranuu B reHe PAX6 [33]. Memnennoe mnporpeccupoBanne AK
COIPOBOXKAAETCS LEHTPOCTPEMUTETHHBIM HapacTaHUEM KOHBIOHKTHBAJILHOTO MaHHYyca,
HEOBaCKyJsipu3anuei, nosiBiieHueM (uOpPO3HBIX yJaCTKOB, 3aXBaThIBAIOUIMX SIUTENUI POTOBUIBI U €€
MEPEHIOI CTpOMy. YcTaHoBieHO, 4yTo mnpouecc AK pa3BuBaeTcs mNOCTaAUHO C TMOCTENEHHBIM
MPOABIKEHHEM OT NIepu(epruu pOrOBHIIBI K LIEHTPY.
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N3menenus poroBunbl mpu AK 3axBaThIBalOT HE TOJBKO €€ SNUTENUANbHbIE ciou. OTMEYeHO
aHOMaJIbHOE Pa3BUTHE 0a3aIbHON MEMOpPAHBI SMUTENNS 1 OOYMEHOBOH MEMOpPAaHBI, a TAK)KE YBEITUYCHUE
TOJIIIHMHBI cTpoMbl porosuilsl [31, 34-36, 37, 38]. B 10 ke Bpemss Mopdoornyeckre H3MEHEHHs He
3aTparuBaroOT JECIEMETOBY MeMOpaHy U SHAOTEIHONUTHI [39)].

N3menenus paxy:xkm npu BA:

- TIOJIHOE OTCYTCTBHE PAAY>KHOH 00OJOYKH — TOHHOCKOIIMYECKH BCET/Ia ONPEICISIOTCS PYAUMEHTHI
pasy>XKHON TKaHU;

- YACTUYHOE OTCYTCTBHUE PAAYKHOI 000JI0UKH;

- aTUNIUYHAS KOJI000Ma;

- DKTPOIIMOH COCYAUCTON TKaHHU.

VY 50-85% nauuenToB ¢ BA pa3BuBaroTCA IOMYTHEHUS B XPYCTaJIUKE.

Kinnuka karapakrtel npu BA:

B nmerckom Bo3pacTe KarapakTaJbHbIE OMYTHEHHUS IPEUMYIIECTBEHHO IPEICTaBICHBI
BPOXKJICHHBIMHU ITOMYTHCHHUSIMU, KOTOPBIE COCTABIISIOT 44-67% ciyuaes [29, 32].

- BpoxieHHas katapakra (BK) Hanbosiee yacto BcTpeyaercst B BUIE TIepeIHEH U 3aJHEH MOJISIPHBIX
KaTapakT 0e3 MPU3HAKOB IporpeccupoBanus [32];

- TIOABBIBHX XPYCTAJIMKa, SBIISIOMIMNCS MPOSBICHUEM HEIOCTaTOYHON CTaOMIBHOCTH CBS304HOTO
armapara.

B 3aBucumocti OT TshkecTH BA M COCTOSIHUSI IIMHHOBBIX CBSI30K MOXKET OBITh JHArHOCTHPOBAH
MOJIBBIBUX XPYCTAJIMKa, XapaKTepPHa €ro SKTOMHS B BEPXHIOIO ITOJIOBUHY.

Kimnuka riiaykomsl npu BA:

Haubonee yacTbiM COMyTCTBYIOIIMM IposiBieHHEM BA sBisiercs riaykoma, MaHnudectupyromas B
OOJIBIIMHCTBE CITYYacB B JETCKOM M IMOJAPOCTKOBOM Bo3pacte [24, 32, 40]. Perentus BIK nipu pazButun
rIIayKOMAaTO3HOTO Tpolecca npu BA BbI3BaHa HaNW4HEM pa3IUYHbIX (OPM FOHHOJUCTEHE3a B TOM YHCIIE
3akpeiTeM YIIK BcnemcTBue WpHIO-KOPHEAIBHOTO CpAIlEeHHs, a TaKKe TPAKIMOHHBIM HATSKEHHUEM
OCTaTKOB PYAMMEHTapHOW paayHOW TKaHM HaJl TpaOeKyIsIpHOW CeThio, U /1e(EKTUBHOCTHIO CAMOM
TpaOeKynsipHOi ceTn. ['OHMOCKONMYecKas KapTHHA JEMOHCTPUPYET HaJIW4Yhe TOHKHX II€PEMBIUEK,
COKpallleHle KOTOPBIX MPUBOAUT K 3akpbiTHIO YIIK.

Kaunuka runonasun ¢osea u /[3H npu BA:

Hns nereit ¢ BA xapakrepHa pa3iuuyHas cTeleHb (poBeaJbHOW THUMOIUIA3UM, YTO SBISETCA
NPUYMHON HHCTarMa BCIIEACTBHE CEHCOPHOW HEIOCTaTOYHOCTH WM BPOXKACHHOTO CHW)KEHHUS OCTPOTHI
3penus (0,1 ¢ koppekiueii). YacToTa nposiBieHU runomiasuu Gosea y nauueHToB ¢ BA xonebnercs ot
50 no 84%. BA B 1/3 cimydaeB compoBOXIaeTCsl 3aJep>kKkoil 3putenbHOoro passutus (delayed visual
maturation — DVM) — ato 3ameuieHne CriocOOHOCTH K Pa3BUTHIO (DUKCAIMU B30pa B TCUCHHUE MEPBBIX
Tpex MecsieB ku3Hu [5]. B cpaBHenuu ¢ runoruiasueii posea runoruiazus JI3H BcTpeuaercs HaMHOTO
pexe u otmedena y 10,7-23% nanwmentos [32, 41].

2. [OwnarHocTMka 3aboneBaHusi WNU COCTOSHUA (rpynnbl 3aboneBaHuMW UK
COCTOSIHMA) MeAMULMHCKME MOKa3aHUA U NPOTUBOMNOKa3aHMA K MPUMEHEeHU MeToAOoB
ANarHoCTUKM

Juarno3 BA BbICTaBISIIOT HAa OCHOBAHUM aHAMHECTUYECKUX JAHHBIX, PE3YyJIbTaTOB KIMHHUYECKOTO
0 TaTEMOJIOTUYECKOTO oOcrenoBaHus, KOTOpOE BKJTFOYAET Habop CTaHJAPTHBIX u
BBICOKOMH()OPMATUBHBIX JIOMOJHUTEIBHBIX METOJOB HCCIEAOBAHHUS W PE3yIbTaTOB MOJIEKYISIPHO-
TEHETUYECKOM NMUarHOCTUKU (Tabmuiia 1) B COOTBETCTBUU C pazpadboTraHHbIM anroputmoM (IIpunokenne
b) [42]. TlonHoe odranbmonornyeckoe 0OCIECIOBaHUE BKIIOYACT B CeOS BU3OMETPHUIO, TOHOMETPHIO,
TOHHOCKOIIMIO, OMOMHUKDPOCKOIIUIO Tja3a, O(TATbMOCKONHIO, HW3MEPEHHE IEHTPATHHOM TOJIIUHBI
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pPOTOBHUIIBI, ONTHYECKYIO KorepeHTHyto ToMmorpadwuio (OKT) makynspHoit 30uel u JI3H, w/mmm wux
BU3YaJIbHOE HCCJEOBAHUE C IIOMOINBIO IIEJEBOM JIaMIbl W TOYHOTO pPa3BEPHYTOTO OIHCAHUS.
BrimonHsiercst hoTopeructpanus ria3HbIX MPOSBICHUH. Y HEKOTOPBIX MAallMEHTOB OCMOTP TJIA3HOTO JIHA,
OJTHaKO, HEBO3MOKEH (B CBSI3U C HEMPO3PAYHOCTHIO ONTUYECKUX CPEJl M3-3a LIEHTPAIBHOTO MOMYTHEHUS
pPOTOBHIIBI W W3MEHEHHUH XPYCTalMKa) WM OrPAaHWYCH BBIPAKEHHBIM HHCTarMoM. OTMedaroTcs
JOTIOJTHUTEJIBHBIE OCIIOKHEHHSI CO CTOPOHBI HEPBHOW CHUCTEMBI, NTOYEK, SHJOKPUHHON U JIPYTUX CHUCTEM
opranoB. ONPOCHBIN JUCT JUIsI 3aNIOJTHCHUS Bpa4aMy T€HETUKOM M BPavyoM-0(TaIbMOJIOTOM PUBOIUTCS
B IIPWJIOKEHUN A3.

Taonuua 1. Metoasl 06ciieoBaHus

CrangapTHble TUarHOCTHYECKUE PacipenHslif criekTp AMarHoCTUYECKUX METOIUK
METOAUKU (IOTIOJTHUTENIBHO K CTaHJIAPTHOMY HAO0Opy)
Hapyxublii ocMOTp Onrtuyeckoe JIa3epHOE KOT€PEHTHOE MOCI0NHOE
Pedpakromerpusi, BusoMeTpus UCCIIEIOBAaHME INIEPEJHEr0 M 3aJHEr0 OTAena IJlaza C

MOMOIIbI0  KOMIIBIOTEPHOTO  aHaiM3atopa  (omTudeckas
KOTE€pEeHTHasi ToOMOorpadus TepeiaHero M 3aJHEro OTIENIOB-
OKT)

buomukpockonus riasza DnexTpodu3noIorndecKue METO/IbI UCCIIEIOBaHUS
(peructpaiysi 3pUTENBHBIX BBI3BAHHBIX MOTEHIIUAJIOB KOPBI
rOJIOBHOT'O MO3Ia, 3JIEKTpOpETHHOrpadust)

Odranbmockonus VY bpTpa3ByKkoBasi IPOCTPAHCTBEHHAs OMOMUKPOCKOIIHS I1a3a
OdTambMOTOHOMETPHSI ITepumeTpusi KOMIbIOTEPHAs

N3mepenune quamerpa porosuiibl, 1umoba | Kepatonaxumerpus (A03.26.011)

(kepaToMeTpusi, TUMOOMETPHSI)

YpTpa3zBykoBoe uccienopanue | UpunokopHeanbHas roHuorpadus (MeTonmuka
rnasHoro sonoka (B-ckanupoBanue), | mpenycMaTpuBaeT 3amuch JAMHAMUYECKON TOHHOCKOMUU C
yJIbTPa3BYKOBasi OMOMETpHsI I1a3a MTOMOIIbIO PETUHAJILHON KaMephl)

I'onnockonus buomukpodororpadusi r1azHOr0 gHA C UCHOIB30BAHUEM

byHIyC-Kamepbl
MLPA ananu3 — aHaiu3 konuiiHoctu | DnyopecnieHTHas in  situ rubpuamzauus FISH  co
reHoB B Jokyce 11pl3 c¢ mnomoursio | cenupuyecKuMu 30H1aMu

peakuuun JIUTa303aBUCUMOU
amIuIipukanu 30H/I0B, psIMOe
cekBeHHpoBaHue 10 CpaHrepy reHa
PAX6

VYV nereit ¢ BA ¢ MaHudecranueil rmaykoMbl B paHHEM BO3pacTe€ C pa3BUTHEM KIMHUYECKOU
KapTUHBI KJIACCUYECKOro TUApo(TaIbMa TMarHoOCTUKA II1ayKOMbI HE MPEICTaBIAET 0COObIX CIOXKHOCTEH.
[Ipu Oosiee mo3aHel MaHMdecTallud OHa MOKET BbI3bIBaTh TPYIHOCTHU H3-3a OTCYTCTBHS WJIM Ci1a0OM
BBIPQXEHHOCTU XapaKTEPHON CHUMIITOMAaTHKH, a TaKXe PacTSHYTOrO BO BPEMEHM NATOJIOTMYECKOIO
mporuecca.

PaHHAS nuarHocTHKa HampaBi€HAa Ha BBISBICHHE IPU3HAKOB DPACTSKEHUS IJ1a3a, BBI3BAHHOIO
obeMoM BHyTpuriasHoro nasinenus (BI'/]), HauanbHbIX nposiBieHuit aTpopuueckux mpoueccos B JI3H,
CJI0€ HEPBHBIX BOJIOKOH ceTyaTKH. [locTaHOBKA paHHEro JuarHos3a riaykoMbl JTOJKHA 0a3HpoBaThes Ha
KOMIUIEKCHOM  aHajlu3€ JaHHbIX C Yy4YeTOM AaCHUMMETPHUYHOTO  XapakTepa KIWHUYECKHX H
MOpGh O] YHKIIMOHAIBHBIX XapaKTEPUCTUK MapHBIX IJ1a3.

OOHapyxeHHe TIOMYTHEHHH XpycTaluka (KaTapakThl) HE TPEICTaBIACT CJIOKHOCTEH |
JMAarHOCTHPYETCs, KaK MPaBUII0, IPU OMOMHUKPOCKOIUH TJ1a3a.
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2.1. XKanoo6bl U aHaMHe3

- Pexomenyercs cOop anamHe3a 1 xao0 y Bcex manueHto ¢ BA [41, 43].

YpoBeHb yoeautenpHOCTH pekoMeHaarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapuu: Bce netu nomkHBI ObITH 00CIIEIOBAaHBI BPauOM-TIEIUATPOM, BPAauOM-HEBPOJIOTOM,
BPauOM-JCTCKUM KapAUOJIOTOM, BPAUOM-TCHETUKOM M TPU HEOOXOJUMOCTH JAPYTHMHU CIIEIIHATHNCTaMU Ha
IpeaMeT HaTMYUsl COMAaTHYECKON MaTOJIOruU. BhIsiIcHeHNe CBe/IeHH O paHHEM MOCTHATAIBHOM IEPHOJIE:
YacTOTe W TSHKECTH TIEPEHECEHHBIX HWH(EKIMOHHBIX 3a00JIeBaHMA, XPOHMYECKOW MATOJIOTHH,
AJUIEPTUYECKUX peakuuid. BrIgBIeHNe HAMMUYUs BO3MOXKHBIX MPUYUH M Mpeapacoiiaralonmx (Hhakropos
BO3HUKHOBEHHsI 3a00JIeBaHMs (BHYTPUYTPOOHBIC MH(MEKIINH, AJIMMEHTapHbIE (aKTOpPhI U APYTHUE) ITyTEM
O3HAKOMJICHHUSI C COCTOSIHUEM 37I0POBbsI MaTepeil, CBECHUI aKyIIepPCKO-THHEKOJIOTHYECKOTO aHAMHE3a.
[lpu Hanuumu rtiIaykomMbl y peOeHka ¢ BA, BaKHBIM acmeKTOM paccrpoca POAMTENCH SBISETCS
IeJICHANPABJICHHBINA aHAJTN3 BPEMEHH IOSIBICHUS IPU3HAKOB IJIAYKOMBI.

2.2. Dn3mnkanbHoe obcnegoBaHue

dusukaabHOE 06CJ'ICI[OBaHI/IC HC I/IH(I)OpMaTI/IBHO.

2.3. llabopaTopHble guarHocTuyeckme mccrnegoBaHus

- Pexomenayercss npueM (OCMOTp, KOHCYJIbTallUs) Bpaya-TeHETUKAa C MOJATBEpPXKIAroIIen
MOJICKYJIsipHOM auarHoctukod BA u cmexktpa WAGR, o6s3arensHoi s OonbHbIX BA [44, 45]
(ITpunoxenue b).

VYpoBeHb yoeautensHOCTH pekoMeHaamuii C (YypoBeHb TOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

KommenTtapuu: Beinenenue JIHK u3 neiikonuToB nepudepudeckoil KpoBH ManleHToB, COOpaHHON
B 1ipobupky ¢ DATA ((S01XAO05)), mpoBoaUTCs MO OJHOMY U3 CTaHAAPTHBIX MpoToKoa0B ouncTku JJHK.
Jlis aHanmu3a pOAMTENbCKOIO MO3auLM3Ma MO OOHapy)XeHHOW y mpoOaHaa MyTalUM HMCIOJIb3YHOTCS
oOpa3ipl MOUM U OYKKaIbHOTO 3nuTenus. [jisg npoBeeHNs] KapuOTUIIMPOBAHMS U 1n Situ rUOpUIN3auu
(FISH) u3 kpoBH, coOpaHHON B IPOOUPKY C FeNapuHOM HATpUA™™*, TOTOBUTCS CyCIIEH3Us SAEp.

- Pexomenpayercs 1 sTanm reHeTnyeckoro oOCIe0OBaHUs — MPOBEACHUE aHANIN3a KOMMMIHHOCTA TEHOB
B Jiokyce 11p13 ¢ momoripio peakiuu Jurazo3aBucuMoi amruinpukanuu 305108 (MLPA ananus) [44].

YpoBeHb yoeauteapHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KommenTtapuu: B cnyuae oOHapyKeHUS KPYMHBIX JeNelHd, I BaJUAallUUd BBIIOJHIETCS
T€HOTUIHUPOBAHME OTATOIIEHHBIX CEMEH MO HECKOIBKIUM MUKPOCATEITUTHBIM MapKepam XpoMocoMsI 1 1.

B cmywae oOHapyxeHuss KpYNHBIX JAeneluii, 3arparuBaromux reH WTI1, mnpoBoautcs
dbayopecnienTHas in situ rubpunuzanus FISH ¢ 3onnom, cnemuduyunsiv k reny WTI1, ans Banupanuu
TeMH3UTOTHOTO COCTOSIHUS JIOKyca y mpoOaHaa. Takum manueHTaM BBICTABISETCS MPEANONI0KUTENbHBIH
nuarHo3 crnektp WAGR wu narotrcst pekoMeHIanuu TOCTOSTHHOTO HAaOJIOJEHUs Y Bpaya-IeTCKOTro
OHKOJIOTa JI0 8 JIeT.

Y mnpobaHmoB ¢ OOHApYXEHHBIMH KPYIMHBIMH XPOMOCOMHBIMH JIEJICIUSIMUA  0053aTEeIbHO
MIPOBOANTCS KApUOTUIIMPOBAHUE ISl YCTAHOBJICHHS MPHUYMHBI XPOMOCOMHOIO aucOanaHca: mpocras
nHTepcTULManbHas aenenns 11pl3 wam ke XpoOMOCOMHAash HHBEpCHs WM TpaHciaokauusa. Ecim
MIPOM30IIIA TPAHCIOKAINS, TO HEOOXOIUM TaKKe aHaTN3 KapHOTUIIA POJAUTEICH.

- Pexomenayercs 2 sTam TeHETHYECKOro o0OCHeOBaHHS — B CiIydae OTCYTCTBHUS KPYIHBIX
CTPYKTYpHBIX H3MeHeHHi Jsokyca 11pl3 y mnpobanma, mnpsMbIM cekBeHupoBaHueM 10 CaHrepy
OIPECIISIFOTCSl TOUKOBBIC M3MeHeHus rena PAX6 [45].

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKa3aTEeIbCTB — 4)

KommenTapuu: Jlanee Mmytanus mpobanaa onpeaensercss y OOJbHBIX WIEHOB CEMbHU, €CIIU UMEETCs
ceMeiiHas ucTtopus. B ciydae, korma O4eBMIHOW MCTOPUM HET, HEOOXOIUMO IOATBEPAUTH CTaTyC
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MyTaluu de novo J10Ka3aTreabCTBOM OTCYTCTBUS MyTallMi MpoOaHaa y poAauTeNnel, a TakKe MOATBEPAUTh
OMOJIOTHYECKOE POAMTENHCTBO. Ha 3TOM e 3Tame MpOBOAWTCS aHAU3 BO3MOXHOTO COMAaTHYECKOTO
MO3aMIIM3Ma Y POAMUTENIEH, YTO BAXKHO ISl OLEHKH PUCKA IPOrHO3a JJIs ITOCIEAYIOLIEro MOTOMCTBA.

[IpoBoauTCS MOATBEPKICHUE MMATOT€HHOCTU BIIEPBbIC HAWJCHHBIX BHYTPUT€HHBIX MYTAllUid B Te€HE
PAX6 ¢ mnoMompro aHaNM3UMPYOIIMX NPEACcKa3aTeIbHbIX IPOrpamM, [I0Ka3aTelbCTBA OTCYTCTBHUS
JAaHHOTO WM3MEHEHHUS B BBIOOPKE 3/I0POBBIX JIIOACH W/WINM y 3I0POBBIX WIECHOB CEMbH, W, B Cly4ae
He00X0IMMOCTH, (YHKIIMOHATILHOTO aHAIH3a.

Bce BHyTpureHHble MyTalMM II0JIy4alOT HAa3BaHHWE B COOTBETCTBUM C TPaHCKPUIIIMOHHBIM
BapuanToM 1 PAX6 (NM 000280.4). I'panunbl neiaenuii Ha3bIBAlOTCS B COOTBETCTBUU C IOJIOKEHUEM
MLPA 1po6 ¢ yMEHBIIICHHBIM CUTHAJIOM.

2.4. MHCTpYMEHTaanbIe AnarHoctun4yeckme nccriegosaHus

- Pexomennayercs pedpakToMeTpuss U BU3OMETpUs BCeM MauumeHTaMm ¢ BA g ompeneneHus
OCTPOTBI 3peHus u pedpakiuu [41, 46].

VpoBeHb yoeautenbHoCTH pekomenaaiuii C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

Kommenrtapuu: V nereii ¢ BA umMerorcs anomanuu pedpakimyd BO BCEX CIydasx, Yy OOJBIIMHCTBA
pasiauyHbIe BUABI acTUrMaTu3Ma. Kak u3BecTHoO, y nereil ¢ BA u rmaykoMoH, o Mepe pacTsDKEHHUs IJ1asa,
dopmupyercss Muonudeckas pedpakius, y TPeTH — MHUONUS BBICOKOH cteneHu. Ilpu nanpheiimem
[IPOrPECCUPOBAHUHU TJIAYKOMBl U 3HAYMTEIBHOM M, 3a4acTyl0, HEPAaBHOMEPHOM DPACTSIKEHUU 00O0JI0UEK
IJ1a3a, yBEJIMYUBAETCS CTENIEHb aCTUTMATU3Ma, B 3HAUUTEIbHON CTEIICHU CHUKAIOLIETO OCTPOTY 3PEHU U
TaK JJOCTaTOYHO HU3KYIO y TAKUX JIETEH.

CoOTBETCTBEHHO, UCCIIEI0BAaHUE KIMHUYECKON pedpakiiy y IeTel ¢ IIayKoMON WM MOA03pEHUEM
Ha 3TO 3a00JIeBaHUE MPECIENYeT JBE LEeIN: JUATHOCTHUKYU INIAyKOMHOIO IPOLecca U OLEHKU TEMIIOB €ro
IIPOrPECCUPOBAaHUSA — C OJHOM CTOPOHBI U CBOEBPEMEHHOM ONTHYECKONW KOPPEKLHH aMETPONMH — C
JIPYTOM.

B Hacrosiiee BpeMs STaJOHHBIM METOJOM pedpakToMeTpuu y JeTeld paHHero BO3pacTa
MIPOJI0JKAET OCTAaBaThCs CKUACKOMuUs. BmecTe ¢ Tem, ee yclenHo AOMOJIHAIOT U NpUOOpHbIE METO/IbI, B
TOM YHCJIE€ OCYLIECTBIsEMble C TIOMOUIbI0 MOPTAaTUBHBIX pedpakTomerpoB. HeocnopumeiMu
MIPEUMYIIECTBAMHU TOCJEIHUX CIIY’KaT BO3MOKHOCTh MPOBEJIEHUS UCCIEIOBaHMS B JIOOBIX YCIOBMSIX, B
TOM YHCJIE B HAPKO3€, a TAKIKE BO3MOKHOCTb TOYHOI'O OIIPEAEIICHU MEpUUaHa aCTUIMaTU3Ma.

- PexomeHIyeTcst IEpUMETPHsI CTaTHYECKas, KOMIIBIOTEpHAs IEPUMETPHsI NIPH HAIWYHH Y JIETeH C
BA rimaykoMbl WM TOJO3PCHHMU HAa Hee ISl OLICHKU CTENEHU HAPYIICHHUS CBETOYYBCTBUTEIHLHOCTH
3pUTEnbHON cuctembl [41, 46, 47].

VYpoBeHb yoeautensHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTapuu: uccinenoBanue nepuepuyeckoro 3peHus Ype3BhlUaiiHO BasKHO JIJISl THATHOCTHKU U
OLICHKHU CTAJUH U JMHAMHUKHU TEUCHHUS TJIAYyKOMHOTO Tporiecca. be3ycaoBHO, cTaTuyeckasi, KOMIIbIOTepHasI
NEPUMETPUS  OCYIIECTBMMA  JIMINb  JETSM  CTapiiero BO3pacTa, ¢ JOCTAaTOYHBIM  YPOBHEM
WHTEIUICKTYaJIbHOTO pa3BUTHUs. [Ipr 3TOM 3HaYCHHE MMEET MCCIICAOBAHKUE OIS 3PEHHS KaK C MIOMOIIIBIO
JBIOKYIIUXCS (KHHETHYIECKAst IEPUMETPHS ), TaK M HETOABIKHBIX CTUMYJIOB (CTaTHUECKast IEPUMETPHS).

Kunetnueckasi mepuMeTpusi UMEET 3HAYCHHWE B TUATHOCTUKE CTAJMU TJAYKOMBI (OTHAKO, TOJBKO
[IPH TIEPBUYHON TIIAyKOME B3POCIBIX, TaK KaK B COBPEMEHHBIX KIaCCH(PUKAIMIX BPOKIACHHON TITayKOMBI
KOJIMYECTBEHHBIC TEPUMETPUUYCCKUE KPUTEPUU OTCYTCTBYIOT) M OIIGHKE JWHAMHKH TJIAyKOMHOTO
nporecca (y B3pocibix u gereit). OIEHKE MOMICKUAT HaTWYWe HAPYHMICHHS CBETOYYBCTBHUTEIHLHOCTH
nepudepuyYeCcKIX TPaHHUIL OISl 3pEHHsI, 30HbI bhepyMa, TpaHHUIIbI CIIETIOro MATHA.

MeTtoa KHHETHYECKOM MEPUMETPHH YK€ J0Ka3al CBOKO 3(p(PEeKTHBHOCTh B MOHUTOPHHTE OOJIBHBIX C
pa3sBUTOM M JajJeKo3alleqIIed CTaJusMU TJIayKOMbl. BMmecTe ¢ TeM, B IENAX PAHHETO BBISBICHUS
rJIayKOMBI PAaCCMAaTPUBAEMbIil METOJ] YCTYIACT CTATHYCCKON TIEPUMETPHH.

MeToa KOJUYECTBEHHON CTAaTUYECKON TEPUMETPUM 3aKJIFYacTCs B OINPEICICHUU CBETOBOM
YYBCTBUTEIBHOCTH B Pa3IMYHBIX yYacTKaxX TIOJIS 3PEHHS C IMOMOINBI0 HEMOJBHKHBIX OOBEKTOB
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nepeMeHHo sipkocTH. COBpEMEHHBIE KOMITHIOTEPU3UPOBAHHBIE TTPUOOPHI 0OCCIICYMBAIOT BBIMOJHEHUE
HCCIJIEIOBaHMs B I0JIyaBTOMaTHYECKOM pexXUMe (KOMIIbIoTepHas Wi cratudeckas nepumerpust (CII).

MeTtox mMO3BOJISIET OOHAPYXUTh JaKe MHUHUMAJIbHBIE JePEKThl KaK IEHTPAIbHOTO, TaK |
nepudeprudecKkoro TOJs 3pPEHUsS, YTO TIO3BOJISET BBIIBIATH 3a00JCBaHME HA PaHHUX CTATUSIX H
CYIIIECTBEHHO MOBHIIIAET 3(PPEKTHBHOCTH MOHUTOPHHTA TJIAYKOMBI y JIETEH CPEIHETO M TOJIPOCTKOBOTO
BO3pacTa.

[ToBTOpHBIEC HCCAEAOBAHUS 11E€JIECO00PA3HO MPOBOIUTH 2 pa3a B T'OJl, a IPH BIIEPBHIC BBISBICHHOMN
raykoMe (Wiau moadope Teparnuu WK MOCHe XUPYPTrUYECKOTO JICUCHHS]) PEKOMEHAYETCsl MPOBEICHUE
HCCIeI0BaHUH B TEUCHHE MEPBBIX JBYX JIET HAOII0IeHN uepe3 2-3 MecsIia.

- Pexomennyercst OMOMUKpPOCKONHMS TJ1a3a BCEM ManueHTaM ¢ BA 11 OLeHKH COCTOSIHUS CTPYKTYp
nepeaHero orpeska riasa [34, 41, 43, 48, 49].

YposeHb yoeauteabHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrtapuu:

Porosuna

JluarHocTUpyIOT pasnuuHoi crerneHu BoipakeHHocTH AK. AK mpezacraBiser coboit MOMyTHEHHE
pPOTrOBHIIBI B BHJE MNEpUPEPUUIECKOr0 MaHHYyCa HAa PAHHUX CTaJHMSIX IAaTOJIOTHYECKOro IMpoiiecca, Ha
MO3IHUX CTAIUsIX — 3aXBaThIBACT [EHTPAIbHBIC 30HBI POTOBHIBL. [IPEUMYIIIECTBEHHO MOPAXKAIOTCS
MOBEPXHOCTHBIE CJIOH, Jajiee CTPagaeT CTPOMa, 4TO BIHMSCT HA YBEIUUCHHE TOIIMHBI POTOBHIILL. [1epBbie
NPOSIBJICHUST ~ aBAaCKYJISIPHBI, Jajiee IMPOUCXOAUT BpaCTaHHE COCYJAOB B 30HE IOMYTHCHHS.
HeoBackysipusaiiusi poroBuIlbl HauMHaeTcs Ha 6 W 12 9acax 4acoBOro MepHIMaHa M IMPOTPECCUPYET
namee mo Bced OokpyxkHocTH. CymecTByeT HECKOJIbKO kiaccudukanmuii AK, omHa W3 KOTOPBIX
pa3paborana mBenckumu yuenbiMu B 2010 roxy [30], apyrast Lopez-Garcia B 2006 (Ta6muua 2) [3].

Tabmuna 2. Kinaccudukaius keparonaTiy, CBI3aHHOM ¢ BpoxkaeHHoM anupuauei (mo Eden) [30]

Cragus PoroBuuHbie TposBIEHUS
0 MPO3pavyHasi POrOBHIIA
I nepudeprudeckoe MOMYTHEHNE POTOBHUIIBI C BpacTaHHUEM cOCYIOB He Oosiee yem Ha 1-1,5
MM

I nepudepruyeckas HEOBACKYISApU3alMs IO BCEH OKPYXHOCTH, HE Hapyllawoomas
LICHTPAJIbHOE 3PEHUE

i BOBJICUECHUE ILICHTPAJIbHOW 4YacTH PpOTOBHUIbI, OCMOTp TJIA3HOTO JHA 3aTPYAHEH,
cyOanuTenuanbHbi (UOpP03, CTPOMANIbHBIN X€i3, IEHTPAJIbHBIN POCT COCYIOB

\Y MyTHas1, HENpO3payHas pOroBHIIA
\ KOHEYHas CTaJus, UPPErysipHas CTPYKTypa pOTOBHIIbI, HE ONPEAEsIeTCS HU OJUH U3
€€ CIIOEB

Hwnarnoctuka mnpossieHuid AK [0KHA OCYHIECTBISITRCA C C€CaMOr0 pPaHHEro Bo3pacTa, T.K.
HECMOTPsI Ha OTCYTCTBUE KIIMHUYECKOW CUMIITOMATHUKH, HAayaJbHbIC MPU3HAKA MOTEPH IPO3PAYHOCTH
POTOBHUIIBI MOT'YT HAOIIOIATHCS yXKE C POKIACHHS, TIPEIONPEACIIsAs BEICOKUN pucK porpeccupoBanus AK
B JTaJIbHCUIIIEM.

B OompmmHCTBe citydaeB mporpeccupoBanue HIICK npu AK mnposiBasiercs paspylieHnem
TUMOaNBEHOTO Oapbhepa, pacHpoCTpaHEHHWEM KOHBIOHKTHBAIBLHOTO JMHUTENUS B IICHTPAIbHBIE PAOHBI
POTOBHIIBI, TIOSIBJICHHEM OOKAJIOBUIHBIX W BOCHAIMTEIBHBIX KJIETOK Ha €€ MOBEPXHOCTH, JIeTpajalnei
WJIH TIOJTHBIM OTCyTCTBHEM manucan @orta [15, 27, 41, 50, 51].

[Ipu pa3BUTHH TIAYKOMBI KIMHHYECKAs KapTHHA MOPAXXEHUS POTOBHUIIBI MOXET ObITh MHOU. [Ipm
HAYabHOW CTaauu MPU MUHUMAIBHOM DPACTSIKEHUU POTOBUIIBI HAOIMIOAAeTCA JIETKUIl ee OTEK B BHJE
ONaJIECUECHIIN Y.
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IIpy nmanpHEHIIEM MPOTPECCUPOBAHMM TJIAYKOMBI YBEIMYHMBACTCA JUAMETP POTOBULBI, YTO
BBI3BIBACT OOpa3OBaHHE Ha HHAOTEIMH M JECLEMETOBOH MeMOpaHe pa3phlBOB W TPEUIMH B BHJE
€IMHUYHBIX, @ 3aT€M U MHOKECTBEHHBIX I10JIOCYAThIX NMOMYTHEHMH. 3a cueT HapylleHUs OapbepHOii
(GyHKIMH B CTPOMY pOTOBHIBI TPOHUKAeT BHyTpuriaszHas xuiakocts (BIOK), napymarotes
MeTa0O0JIMYECKUE MPOLIECCH], YTO BBI3BIBAET OTEK, a 3aTEM U IOMYTHEHHUE POTOBUIIbI. Taxke MpoucxoauT
yBeIMUeHUe (pacTsDKeHHE) auMOa, NPEUMYILIECTBEHHO BEPXHEro, a B JaJbHEHIIEM, IpU JaJeKo
3alIe/e CTau — BO BCEX oTnenax (10 5-6 Mm).

[Tpu pazBuTHM II1ayKOMBI y AeTel ¢ uMeroumucs npusHakamu AK nogbem BI'Jl MoxeT BbI3bIBaTH
YXYALIEHUE COCTOSHHUS POTOBULBI: NPUCOCAVHEHUE SIBICHUHA OTEKA WIM IOBBIIIEHHE MHTEHCHBHOCTH
IIOMYTHEHHUS.

Ilepennsin kamepa

B HOpMe B oOnactu 3pauka riryOWHA mepenHed kamepsl coctaBiser 2,75-3,5 mm. [lpu Hammuum
YaCTUYHOW aHMPUINM BU3yalln3alus TIyOUHBI IepeHel KaMephl He clokHa. [Ipu oTcyTcTBUM pagyKKu
OPHUCHTHPOM CIYKHUT MEPCAHAA IMOBECPXHOCTh XPYCTAJIMUKaA. Yacto M3-3a aHOMAaJINHU Pa3sBUTHA NECPCAHAA
KaMmepa MOXET ObITh MeJIbue CpeIHEH.

[Tpr moMyTHEHHH XpYyCTaJlMKa M WIKA €ro HaOyXaHUH MEepedHssi KaMepa MOXeT ObITh Menbye. [lpu
Pa3BUTUU TJIAYKOMBI Y JIETEil ¢ HAYaIbHOM CTaauel nepenHss Kamepa HOpMadbHOW TTTyOUHBI MK CJIeTKa
riyoxke, yem B HopMme. llo mepe pacTsbkeHus Ta3HOro s0JIOKa y TakKMX JeTell MmepelnHss Kamepa
MIPOJIOJKACT YIIIYOJIATHCS M MOXKET JOCTUTATh 5-6 MM. HeoOXoamMo Takke MPOBOAHUTH CPABHUTEIHHYIO
OLICHKY TJyOMHBI KaMepbl Ha 000uX TJia3ax. ACHMMETpPHsI 3TOTO IOKa3zaTessl SBISETCS BaXXKHBIM
JTUArHOCTUYECKUM TMPU3HAKOM paccMaTpUBAEMOTO 3a00JICBaHUSI.

Pany:xkka

I[Ipu BA Moxer ObITh MNONHAsE aHUPUIUSA (XOTSI TOHMOCKONMYECKH BCErJa OIpPEnessoTCs
pyAMMEHTapHble 00pa30BaHMs PagyKHOM TKaHM) WM YaCTUYHAsl aHUPHUIUS C COXPAHEHUEM pa3IMYHOIo
00beMa TUTIOTIIIACTUYHOMN Paly’KKH.

Xpycranuk

Hapsiny ¢ mpo3paunocThio, pazmepamu ¥ (HOpPMONM OTMEUAIOT CKOTUICHHS] MUTMEHTa, (aKoJO0HE3,
CyOJTFOKCAIIMIO WM WHYIO JUCIIOKAIUIo0 XpycTanuka. Hanbonee yacto BcTpedaeTcs: MepenHss U 3aJHAs
IMOJIAPHBIC BPOKACHHBIC KAaTapaKThI oe3 IMPU3HAKOB IMPOrpeCCUPOBAHUA. B 3aBHCHMOCTH OT COCTOSHHS
IIUHHOBBIX CBS30K MOXKET OBITh AMATHOCTUPOBAH MOJBBIBUX XPYCTAIMKA, Yallle XapaKTepHa €ro dKTOIHUS
B BEPXHIOIO TIOJIOBUHY.

- PexoMenayercst roHockonus BCceM nanueHTam ¢ BA npu coxpaHeHMH IPO3payHOCTH POTOBHIIBI
JUISL UCCIIEIOBAHUS CTEIIEHN TMIIOIUIA3UM Pafgy’KKH, oleHKH cocTosiHus YIIK, BeIpa)keHHOCTH quCreHes3a
CTPYKTYp APEHAXXHON 30HBI JJIs1 BBIPAOOTKU MAaTOr€HETUYECKH OPUEHTUPOBAHHON TAKTUKU JieueHus [43,
49, 52].

VYpoBenb yoeautenpHocTH pekoMeHaaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 5)

KoMmMmeHTapuu: SBISETCS METOJOM, ITO3BOJSIOIIMM BU3YAJIU3HPOBAaTh PYAMMEHTAPHYK) TKAHb
paly’KKy Py HEBO3MOXKHOCTHU €€ 0OHapyKEHUs NP CTaHAAPTHOM OMOMUKPOCKOIINY Tia3a.

I'oHnOCKONIMUEeCcKass KapTHHA JEMOHCTPUPYET HAIMUUE BBICOKOTO MPUKPEIUICHUS KYJIbTH PATYKKH,
oTcyTcTBHE U (PEepeHIUPOBAaHHON TpabeKyIsIpHON 30HBI, HAJMUYUE PA3IMYHOTO pa3Mepa NepeMbIYekK,
COKpallleHHe KOTOPBIX NpUBOIUT K 3akpbIiThiO YIIK. Hammume Belpa’keHHON CTENEHU TOHUOJHUCTEHE3A Y
nereit ¢ BA MoxeT ObITh IPEAUKTOPOM Pa3BUTHSI INIAYyKOMATO3HOI'O Mpoliecca B AalbHEHIIEM.

C mnosiBIEHHEM IIHMPOKOIOJBHON IMPPOBOIl NeAuaTpuuecKkol peTHHAIbHOW KaMmephbl CTajo
BO3MOJKHBIM TpoBeJieHHe uccienoBanus crpykryp YIIK y nereit 0e3 Hapkosa. JlaHHBII MEeTO O3BOJISET
JOKYMEHTUPOBATh PE3yJIbTAaThl HCCIEAOBaHUN B LIM(PPOBOM BUAE U MPOBOAUTH CPABHUTEIbHBIN aHAIN3
U3MEHeHU B JuHamuke. MpuaokopHeanbHas roHHOrpadus, ¢ IMOMOIIBIO PETHHAIBHOM Kamepsl,
SIBIISICTCS OOBEKTHBHBIM METOIOM PaHHEH THarHOCTUKHU marosorudeckux mpoiecco B YIIK rmasza [53].
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- Pexomenayercst opTasibMOTOHOMETpHS BCeM ManueHTam ¢ BA mis uccrnenoBanus yposus BI'Jl u
THJIPOAMHAMUKY TJ1a32, YUYUTHIBAs BHICOKUIN PHCK Pa3BUTHUS IJIAYKOMBI Y IeTel ¢ anupuueit [41, 42, 52,
54].

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: nns kontponst BI'JI peKOMeHIOBAaHO HCIOJIB30BATH TOHOMETP BHYTPHUIVIA3HOIO
nasnenust TI'/[-01 (mo MaxkiakoBy) (cTangapT ToHoMeTpur B P®D) uin paznuyuHbie THITBI OECKOHTAKTHBIX
ToHOMeTpoB. Hanbosnee ynoOHBIM 1151 AeTel NpeACTaBIeTCsl aBTOMAaTUYECKHE TOPTATUBHbBIE TOHOMETPbI
C KOHTAaKTHOM (PHUKOIIETHOW) METOIUKOM H3MEepeHus, Mno3Bosstomue usmepars B/ 6e3 mectHoi
aHECTe3UH, MMHUMAJIBHO KOHTAaKTUPYIOIIUE C POTOBUIIEH, YTO OCOOEHHO BaKHO JUISI aHUPHIUHHOMN
POTOBHIIBI C BBICOKUM pUCKOM pa3Butus AK, B ToM uuciie y feTeil paHHero Bo3pacra.

[Tpn ananu3e naHHBIX O(TAIBMOTOHOMETPUH YUUTHIBAIOT alcoatoTHbIE LUppbl ypoBHS BIJI,
CYTOYHBIC KOJIeOaHUs U pa3HUIly opTrampMoToHyca Mexy riazamu. Cyrounsie kosebanus yposHs BIJI,
a TaKKe €ro acMMMETpHs MEXIy IapHBIMHU IJla3aMU y 3J0pOBBIX JIMI, KaK IPAaBWJIO, HAaXOIATCS B
npenenax 2-3 MM pT. CT. ¥ JIMIIb B PEAKUX CIydasiX JOCTUTAOT 4-6 MM PT. CT.

B cBsI3u ¢ TeM, UTO Ha OLIEHKY JIaHHBIX O()TATbMOTOHOMETPUH B 3HAUUTEJIbHOM CTEIIEHH OKa3bIBAeT
BJIMSTHHE TOJIIIMHA M TMAMETP POTOBHIIBI, IPETEPIICBAIONIIE CYIIECTBEHHBIC N3MEHEHU Yy IeTeil Ha GoHe
Pa3BUTHSI [VIAYKOMBI, 11€JI€CO00Pa3HO YUUTHIBATH U 3TU MapaMeTphbl.

HccnenoBanue TOJNIIMHBI POTOBULBI IIO3BOJIAET IPAaBWJIBHO HHTEPIPETHUPOBATh PE3YJIbTAThI
oranemMoToHOMEeTpHHU. [laHHBIE OPTATEPMOTOHOMETPHH B TJIa3aX C POTOBHUIICH, UMEIOIIEH TOJIIMHY B
neHrtpe 6osnee 580 MKM, HYXIArOTCS B KOPPEKLUMH B CTOPOHY HOHMkeHus (peambHoe BIJl Huke
MIOJIYYEHHBIX JaHHbIX).

- Pexomenayetcst ynbTpa3BykoBasi Ouomerpusi riaza (A-ckaHupoBaHuE) BceM JneTsM ¢ BA mns
OTIpe/ICTICHUs] Pa3MEPOB TJIA3HOTO sI0JI0KA, TIYOWHBI TIEpETHEH KaMepbl, YTO TO3BOJISIET NMPH HATUYNAU
TJIAYKOMBI BBISIBUTH TCHJICHIIMIO K TPOIPECCUPOBAHUIO TIIAYKOMBI M OLIEHUTh CTaJIMIO0 Tiporiecca [55].

YpoBeHb yoeautenbHOCTH pekoMeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Pexomenayercst yabTpa3BykoBoe B-ckanupoBanue (YIJIbTpa3ByKOBOE HCCIIEIOBAHHE TIIa3HOTO
s0710Ka) BceM TalueHTaM ¢ BA 11 OLIGHKH COCTOSIHHSI BHYTPEHHHUX CTPYKTYp rja3za (000Jouex,
CTEKJIOBHIHOTO Teja, XpyCTadWKa U JPYrMX), YTO OCOOEHHO aKTyaJdbHO IMPHU HEMPO3PAYHBIX
npeaoMIISIoNnuX cpeaax [56].

VYpoBeHb yoeautensHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- PexomeHyeTcst ynbTpa3ByKOBOE CKaHHMPOBAHHME MEPEIHEr0 OTAeNa Iia3a BCeM MalreHTtam ¢ BA
pu HEOOXOAMMOCTH IMOJYYUTh YETKOE HM300pakeHUE CTPYKTYp MEpeJHEero oTpeska ria3a (0COOEHHO
BOXHBIM JTO TMPEICTABISAETCS TPU TMOMYTHEHHWH POTOBHIIBI), U OIEHKH XapakTepa THIIOTUIA3uU
panyxku, ctpyktyp YIIK, npeHaxHoi 30HBI U TpaGeKyibl B 4acTHOCTH. IIpy 3TOM BO3MOXKXHO U3MEPUTH
TOJIUHY POTOBHUIBI (MM), paayxku (MM), T[IyOMHY TmiepenHed Kamepbl (MM), BEJIMYUHY
UPUAOKOPHEAILHOTO yriia (Tpaj.) u apyrue napamerpsl [40].

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

KommenTtapuu: npu BA akyctudeckas KapTHMHA NMEpEIHEr0 CETMEHTa IJla3a XapaKTepu3yercs, Kak
MPaBUJIO, HAIMYAEM PYAMMEHTApHOW PaIyKKH MO BCEW OKPY)KHOCTH WM OTACIBHBIMH YYacTKaMH C
Pa3NIUYHOM CTETEHBIO BHIPAXKEHHOCTHU ee rurnoruiazuu. Ilaronornyeckue n3MEeHEHUSI MOKHO OOHAPYKHUTh
U B OTHOIIEHUHM CTPYKTYPBI, Pa3MEPOB M IIOJIOKEHUS IMJIMAPHOTO TeNa, €r0 OTPOCTKOB M JIPYTHX
CTPYKTYyp Tjia3Horo s6ioka. IIpuueM OCOOEHHOCTH 53TUX HU3MEHEHHMH MNpPH HAIWYMU TJIayKOMBI B
OTIpENIEIEHHONW Mepe IMO3BOJISIOT BHIPA0OTaTh ONTUMAIBHYIO TaKTHKY XHUPYPTHYECKOTO JICYCHUS! TaKHX
OOJIbHBIX, OCOOCHHO MpPU HAPYIIEHWU MPO3PAYHOCTU ONTHUECKUX cpex riasa. [Ipu moigHON aHupuUIuH
CTaHJapTHasE OMOMHUKPOCKOIHS TJIa3a PEIKO MO3BOJSET BBHIIBUTH MMEIOIIMECS PYIUMEHTAPHBIE OCTATKH
pany>KHOU TKaHH (KYJbTH Paly>KKH).

- PeKOMeHJIyeTCﬂ Oq)TaﬂBMOCKOHI/ISI BCEM IMMallMCHTaM OJId OLOCHKHU COCTOAHUSA CTPYKTYP 3aAHETO
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orpeska riasa [40, 42, 54, 58].

YpoBeHb yoeauteapbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommentapun: OnTUMallbHBIM METOJIOM BbIABJICHUS H3MEeHEHUM CTpykTypbl JI3H u ceruarku
aBisieTcs oranbMockonusi (oOpatHast o(TaIbMOCKONHUS Ha IIEJIEBOM Jiamme O(TaIbMOJIOIHYECKON ¢
TUH3aMU 0(TaIbMOJOTHYECKUMH JAHUArHOCTUYECKUMU OECKOHTAaKTHBIMU, MpsMas O(TaabMOCKOIHUs Ha
LIEJIEBOM JIaMIle 4Yepe3 LEHTPAIbHYK0 4YacThb TOHUOCKONA I OCMOTpa TJIa3HOro JHa Tuna Ban
Bboiinunrena). Y HOBOPOXXIEHHBIX U MIIAJCHIEB JUIs BU3YyalIU3alMd U (QOTOPETUCTPALUU CTPYKTYP
IJIA3HOTO  JHA  LEeJNecooOpa3HO  HUCMOJb30BAaTh  KaMepy PETUHAIBHYIO  O(QTalbMOJOTHYECKYIO
MeAUATPUUECKYIO WM KaMepy MEeIUIUHCKYIO [T POBYIO.

OnHOI M3 MPUYMH CHUXKEHUS 3peHus y fereil ¢ BA sBisercs runomiasus GpoBeasbHOM 001acTH U
J3H. Ilser A3H wmoxer BapbupoBaTh OT OJEAHO-PO30BOTO I[BETa N0 OJIEIHOTrO, pa3Mep — OT
HOPMaJbHOI'O 10 yYMEHbUIEHHOro (rumnoruiactuyHoro), JA3H MokeT MMeTh OBaJIbHYIO U BBITSHYTYIO
dbopmy. MakynsapHas 30Ha ¥ (poBea MOTYT MMETh Pa3HYIO CTEEHb aHOMAJUi CBETOBBIX pediexcoB
YKa3bIBAIOIIUX HAa WX TUIOIUIACTUYHOCTH: CTYIIEBAaHHOCTb, HE NPaBWIbHYIO (OpMY, OTCYTCTBUE
cBeToBoro peduiekca. Ha nepudepudeckoil yacTu ceT4aTky 4acToO BCTPEUYAIOTCS aHOMAIIMU TUTMEHTAllUU
10 TUITY TUIONUTMEHTAIUH.

[Tpu maHudecranuu rIaykoMbl pa3BHBAaeTCs BIUAIONIAS HA JajbHEiIIee CHIKEHUN 3pUTENbHBIX
GbyHKIUH raykoMHasi ONTHYecKass HeWpoIaTus, YTO 3aKOHOMEPHO TPeOyeT NeTallbHOM XapaKTepUCTHKU
n3Mmenenuil J[3H. CiioXHOCTh 3aKitoyaeTcs B HEBO3MOXKHOCTH BU3YyaJU3allld CTPYKTYp IJ1a3HOTO JHA Y
JeTel U3-3a MOMYTHEHUN POTOBUIIBI.

Jnis rmaykoMbl XapakTepHbl arpodudeckue m3MeHenus B JI3H, mposBistommecs: aeKonopanuei
(moGnieqHEHNEM) Y4YacTKOB JHCKa, paclIiMpeHueM H JedopMaiueil ero SKCKaBallii, YMEHbILIECHUE
IUIOUIA/IM U UICTOHYEHHE HellpopeTnHaibHoro nosicka (HPII).

ITpu ocmotpe /JI3H mpu momo3peHMH Ha IJayKoMy M IpU TIJayKoMe HeO0OXOAMMO NPOBOAMUTH
KomdecTBeHHYHO (pasmep JI3H, cooTHomenue sxkckaBauu kK qucky (9/[1), coornomenne HPIT k JI3H) u
KaueCTBEHHYIO OLIEHKY cJeayronux napamerpoB (dpopma, Beicota u uset HPIL, ero orcyrcrBue (kpaeBas
SKCKaBall¥sl) WM TEHJCHIMS K MCTOHYEHHIO, JeKonopanus yyacTkoB JI3H, caBur cocynucroro mydka).

Coortnomenue D/[]. ®@usnonornueckas skckaBanus JI3H, kak mpaBuio, UMeeT TOPHU30HTAIbHO-
OBaJIbHYIO (POPMY: TOPU3OHTAIBHBIN IHaMETpP JAJIMHHEE BEPTUKAIBLHOIO MpUMEpHO Ha 8%. YBenuueHHas
¢bu3nonornueckas HKCKaBalys Mpu OOIBLIOM pa3Mepe AKCKa yalle UMeeT OKpyriyio ¢opmy. B Hopme
9KCKaBallMs Ha 00ouX ria3ax cumMmerpuyHas. [Ipu atom B 96% ciyqaeB cooTHomenue J//] HaxoauTcs B
npenenax 0,2 JI/I. B HayanbHOW CTaguM TIJIayKOMBI YETKUX pasiIUyMid MeXIy (U3MONIOTHYECKOH U
TJIAYyKOMHOM JKCKaBallMedl HE CyIecTByeT. MOXKHO BHU3YyaJIM3UPOBATh CABUT U TMEPETHO COCYIUCTOTO
nyuka. [Ipu nporpeccupoBaHiM BpOKIACHHOM Ii1aykoMbl ¢ BeIcOKMMHU Lndpamu BI'/], yxe npu pa3suroii
ctaauu GOpMHUPYETCS JOBOJIBLHO OOBEMHAsE SKCKaBAIIHSI.

Pacimmpenue skckaBaluy IMpH TJayKoMe OOBIYHO MPOMCXOJUT BO BCEX HANpaBJIEHUSX, OIHAKO
yale BCero B BEPTHKaJIbHOM HarpaBjieHMH 3a cueT uctoHueHus HPII B BepxHeM U HMKHEM CEKTopax
JA3H, 4TO CBsI3aHO C OCOOEHHOCTSMHU CTPOEHUS PEeIIeTYaTON MIACTHHKH.

HeitpopernnanbHblil mosicok. [Ipu pa3zBuTun riiayKoMaTO3HOTO Mpolecca MOCTENEHHO MPOUCXOIUT
ymensbiienue mupunsl HPII, koTopoe MoxeT ObITh paBHOMEPHBIM IO BCEH OKPYKHOCTH, JOKAJIbHBIM
KpaeBbIM WJIM COYETaHHBIM. {7151 rmaykoMbl xapakTepHbl arpoguueckue usmenenus B JI3H. Knuanuecku
OHU TMPOSABIAIOTCS B Jekojopauuu (mobneanenuu) ydactkoB HPII, dvame B TemmopanbHOR 30HE
(Heobxoaumo auddepeHnupoBaTh ¢ aTpopueil 3pUTEIHLHOrO HEPBA HETJIAYKOMHOIO T'eHEe3a).

[MepunanumspHas aTpodust — UCTOHUYEHHUE/pa3pyIIeHNe XOPUOPETUHAIBHOW TKaHu BOKpyr JI3H.
[Ipu rmaykome pacnpocTpaHEHHOCTh NEPUTATMIUIAPHON aTpoduu BbIlIE, 0COOEHHO C HOCOBOM CTOPOHBI
MIEPUIANIAIUIIPHOTO NIPOCTPAHCTBA.

CnepgyeT NMOMHHUTBH, YTO OTAEIBHO KaXKIOTO W3 MPHUBEACHHBIX CHMITOMOB HEIOCTATOYHO ISt
IIOCTAaHOBKM NPAaBUJILHOIO AuarHo3a. [IpaBuibHOE pelieHne MOXKET AaTh TOJBKO KOMILJIEKCHAs OLEHKa
cocrosiaust [[3H m mepunamuuisipod cetdatku. s moxymentupoBanus coctosaus [I3H ymoOHO
HCIOJIb30BATh IIBETHYIO (POTOPETUCTPALIMHIO.
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- PekomeHTyeTcst oNTHYECKOE UCCIIEIOBAHKE MTEPEIHETO OT/Iela Ti1a3a ¢ MOMOIIBI0 KOMITBIOTEPHOTO
aHanm3aropa (omruyeckast korepeHTHass tomorpadus (OKT)) mersm ¢ BA u AK mist oObeKTHBHOMN
oreHKH cocTossaus porosunsl u YIIK [59, 60].

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrtapun: OKT mnepemHero orpe3ka MOXKET OBITh II0J€3HA B OINPEACICHUU TIIyOUHBI
CTPOMAJIHBIX TIOMYTHCHHH, OMPEACIICHUS TONIIMHBI POTOBHIIBI, BH3yalU3alldd CTPYKTYp TMEepeaHe
KaMephbl I1a3a PU HeTPO3PAYHOCTH ONTHYECKUX CPEe

- PexoMeHayeTcs ONTHYeCKOe UCCIEI0BAaHUE CETYATKHU C IIOMOIIBI0 KOMIIBIOTEPHOIO aHAIU3aTopa,
ONTUYECKOE HCCIEeOBAaHUE TOJIOBKM 3PUTEIbHOTO HEpBAa M CJOS HEPBHBIX BOJIOKOH C IIOMOIIBIO
koMmibroTepHoro ananuzaropa (OKT ceruatku u JI3H) mist 00beKTUBHON OLIEHKM BHYTPEHHUX CTPYKTYP
rj1a3a — 3pUTEJIbHOTO HEPBa M CETYATKU PEKOMEHAYIOTCS BCeM nanueHTaM ¢ BA mpu npo3padyHoctu cpen
[58].

VpoBeHb yoeautenbHOCTH pekomenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

KomMmeHnTapuun: npuOopbl OCHAIIEHbl KOMIIBIOTEPHBIMU IPOTPAMMAaMU, KOTOPBIE CIHOCOOCTBYIOT
MOJIyYEHUIO H300pakeHus, a Takke (HOPMUPOBAHMIO M XpaHEHHMIO Oa3bl JaHHBIX, OOeCleYMBAOLICH
KOJIMYECTBEHHBIN aHAIH3 U300paKeHUSI.

PaccmarpuBaeMblii  METOJ] MCCIEIOBAHUS MO3BOJSET KOJIWYECTBEHHO OLIGHUTh COCTOSTHHE
[IapaMeTPOB CETYATKH, 3pUTEIILHOTO HepBa y eTell ¢ aHupUAUEH.

Omnpenenensl 0COOCHHOCTH N3MEHEHHS CTPYKTYphI JI3H nipu rmaykome y neteii ¢ aHupuIuei.

Y OonbmmHCTBa JeTeil ¢ BA ompenensiercss CrVIaKEHHOCTh MAaKyJISIPHOIO KOHTypa 3a CYET
YMEHBIICHUsI (JOBEANBHOM JCTIPECCUH, XapaKTePHOM ISl THUIOIUIa3uK MaKyJbl. OTMEYeHbI 0COOCHHOCTH
CTPYKTYpbI ceTdaTku npu BA: y OonplmmMHCTBa JeTeil HaOI0AaeTcss yMEHbIIECHHE IapameTpa OoOLIero
MaKyJsIpHOTO 00bEMa YBEIWYCHHE IapaMeTpa TOJIIIMHBI ceTyaTKu B meHTpe (osea (macular central
minimum zone), YTO NOATBEPAKAAET OTCYTCTBHE NMPABHILHOTO (POPMUPOBAHUS MAKYISIPHON 001aCTH MU
€€ MIIOILIA3HUIO.

[Tpu pa3BUTHUHU TJIAYKOMHOTO MPOLIECCa XapaKTEPHBIMU OCOOEHHOCTSIMH, MOJYYEHHBIMH C TIOMOIIBIO
OKT saBasrorcs:

- YMEHBUICHUE TOJIIIMHBI CJIOS HEPBHBIX BOJIOKOH CETYATKH B MEPUNANWUILIPHOM 30HE C
MPEUMYIIECTBEHHBIMH U3MEHEHHUSIMU B TEMIIOPATLHON 30HE, HAPACTAIOIIEE 10 MEPE MPOTPECCUPOBAHUS
[JIAYKOMBI;

- U3MEHEHHE apTEePHO-BEHO3HOTO HWHJEKCA MPEUMYIIECTBEHHO B CTOPOHY €ro YBEJIMYCHHS,
u(ppoBoe MOATBEPKACHUE HAPYIICHHUs] TeMOJAMHAMUKH COCYAMCTHIX BETBEH IIEHTPaIbHOW apTepuu U
HCHTpﬂJ’IBHOﬁ BCHBI CECTUHATKU B BUJIC YMGHI)HIGHI/IH nux Kann6pa,

- YMEHBILIEHUE TOJIIHHBI CJIOS TAaHTJIMO3HBIX KJIETOK M TaHIJIMO3HOTO KOMIUIEKCA.

OKT (meton I'efinenbOeprckoit peTuHOTOMOTpadguu) B O0MbILEH CTENEHH NP TIIayKOMe MO3BOJISET
oxapakrtepu3oBarb coctossHus [I3H. B dyacTtHOCTHM, IpM IpOrpecCMpoOBaHUU IJIAYKOMBI OTMEUAOTCS
3HAYUTENIPHOE YBEJIMYEHHE OCHOBHBIX IapaMeTpoB 3kckaBauuu J[3H: o6bema skckaBauuu (cup volume),
MaKCUMaJIbHON IIyOMHBI SKCKaBaluu (max cup depth), a Takxke miomaay SKCKaBallud U yMEHbIIEHUE
3naueHuii HPII: oO6bvema (rim volume) u mutomanu (rim area). HauGonee 3HaunMbiM (akTopoM atpoduu
CTPYKTYp NpPU BPOKICHHOW IJIAYyKOME IOCIYKUJ MOKa3aTelb, XapaKTEPU3YIOLUN CPEAHIO TOJIIUHY
ciosi HepBHBIX BOJIOKOH (mean RNLF thickness), BennmunHa KOTOpOro mpH riaykoMe 3HAYUTEIBHO
CHMDKAETCHI.

Bmecre ¢ Tem, cienyer MOTYEpKHYTb, YTO JaHHbIE, MOJYYEHHBIE C MOMOIIBIO PACCMOTPEHHBIX
NpUOOPHBIX METO/OB, HE SIBISAIOTCS "STAJIOHHBIMHU" B JHMAarHOCTHKE TJAYKOMHOIO Ipoliecca, a JIULIb
JONOJIHSIOT PE3yJIbTaThl KOMIUIEKCHOTO 00CIIe0BaHUs peOEeHKa, KOTOpBIE CIENyeT OLIEHHBAaTh BO BCEH
COBOKYITHOCTH.

OpHako TMOATBEPKJIEHHOE TMpH AToM yxynameHue cocrosHus JI3H sBusiercas BaxHBIM
IIPOrHOCTUYECKUM MPU3HAKOM IIPOIPECCUPOBAHUS TTIayKOMBI.
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- PexoMeHmyroTCs 37EKTPOPU3HOIOTUYECKHE METOAbl uccienoBanus (DPU), Bximrouarommue
anektpoperuHorpaduio (OPI) obmiyro, puTMHYECKYIO0, HAa CTPYKTYPHPOBAHHBIE CTHMYJbI H JIpYTHE,
3pUTENbHbIE BbI3BaHHbIE NoTeHUManbl (3BII) Ha cBeTOBBIE M CTPYKTYpHUpPOBAHHBIE CTUMYIJBI BCEM
MalyeHTaM sl onpenesieHus] (YHKIMOHAIBHOTO COCTOSHHS IJa3a. Bce mcciienoBaHus MPOBOJIAT B
COOTBETCTBHH C MEKIyHApoaHbIMU cTaHaaptamu ISSF [62,66].

VYpoBeHb yoeautensHOCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

KomMmeHTapuu: 3JeKTpopeTHHOrpaMMa M €€ KOMIIOHEHTBI CIyXaT OOBEKTHBHBIM IOKa3aTelaeM
(YHKIIMOHATIBHOTO COCTOSIHUSI CeTYaTKH y aereil ¢ BA u comyrcTByromei eil matojoruu (riaaykoma,
runomnasus JA3H makynel u ap). Jus perucrpauun 3BII npumeHsIoT coBpeMeHHbIE KOMIIbIOTEPHBIE
CUCTEMBI, TIO3BOJISIOIIME BBIAEIATH IOTEHINAIBl MAJION BEJIMYMHBI U3 IyMa, UCIIOJIB3YIOT YCPEAHCHUE U
GuIbTpbl, HUBENUpYIOLIME pa3indHble apredakTel. lMccinemoBaHue MPOBOAAT Kak BO  BpeMms
00apcTBOBaHUS peOCHKA, TaK U B COCTOSIHUM MEIMKAMEHTO3HOTO CHA WM Hapko3a. OCHOBHOE BHUMaHHE
YAEIAIOT I0Ka3aTelsIM JIJATCHTHOCTH. [Ipy aHanmm3e nony4eHHbIX JaHHBIX IPUHUMAKOT BO BHUMAaHHE, YTO
Ha (¢opmupoBanne mnuka Pl 3BIl rmaBHBIM 00pa3oM OKa3bIBAaeT BIMSHUE COXPAaHHOCTb
PETHUHOKOPTUKAIILHOTO ITyTH, 3peJIOCTh (hOBEATIbHOM 001aCTH CETYaTKU U COXPAHHOCTb CTPUAPHOI KOPBI.
Kpome Toro, cienyer yduThiBaTh, 4TO 3TOT METOJ HE JACT BO3MOXHOCTH OLICHWTh COXPAaHHOCTH
aCCOIIMATUBHBIX M KOTHUTHUBHBIX (YHKIMH TOJOBHOIO MO3ra, KOTOpble 00ecreuyuBaloT "3pUTENbHOE
pacro3HaBaHue".

Oco0eHHO BaXHBIMM MpeAcTaBistoTca JaHHble O®UW mpu OTCYTCTBUM BO3MOXKHOCTH OLIEHKU
OCTPOTBI 3pEHMS U3-3a Bo3pacTa peOeHKa U IPU MOMYTHEHUU POrOBUIIbI, KOTA HEJb3s1 BU3YAJIM3UPOBATh
CTPYKTYPBI 33JHETO II0JIFOCA.

[Tpu Hanuuum runomnasuu J3H u cTpykTyp MakymsipHOM obsacTu u3MeHstoTcs nokaszarenu DOU:
npu peructpauun 3BIl cHMkaloTCsd aMIUIMTYJIHbIE [IOKa3aTea, YAJUHSAETCS JATEeHTHOCTh; OPI
JEMOHCTPUPYET CHUKCHHE aMIUIUTYAHBIX XapAKTEPUCTHK.

[Tpu pa3zBuTHHM ITTAyKOMATO3HOTO Mporiecca pe3yabTaTsl DPU umMeroT HeKOTOpble 0COOEHHOCTH.

IIpu rnaykome cepus nocienoBarenbHbix OPU no Hopmamuzauuu BI'JI m mocne mo3BossieT
OLICHUTh COCTOSIHHE CETYaTKW W 3pUTEIbHOIO HEpPBAa, JWHAMHUKY H3MEHEHHUHW W CIIPOTHO3MPOBATH
KOHEUHbIe (YHKIMOHAJIbHbIE PE3YIIbTATHI.

Peructpanus cynepnopmansaoit OPI" oqHOBpeMeHHO ¢ Beicokumu nudpamu BI'J] cBuaeTenscTByeT
O HEMPOJOKUTENILHOM NEPHO/Ie TUIEPTEH3UH U OJaronpusTHOM (DYHKIMOHAJIBHOM Mcxofe. Bwicokue
uuppel BI'JI ¢ Hu3koil ammuutynoi OPIT XapakTepHbl A 0ojee BBIPAKEHHBIX IaTOJIOTMYECKUX
M3MEHEHHMH B CTPYKTYpe CeTHYaTKU U OoJjiee TskeaoM (yHKIMOHAIBHOM Iporuose. Ilocie Hopmanuzanuu
BI'l ammnutyna OPI' B Teduenuu 3-6 MecsIeB CHIDKAETCS JO BEIMYMH COOTBETCTBYIOIIMX CTaIdU
3a00JIeBaHUsl U COXPAHHOCTU Heipoanutenus cerdatku. [lpu croiikoit Hopmanuzanuu BI'JI OPI" umeer
TEHJICHIIMIO K YMEPEHHOMY HOBBIIICHHUIO aMIUTUTYBI.

3BII npu rnaykome yxe B HauaJlbHOM cTaauu 3a00J€BaHUS MEHSIOT CBOM aMIUIMTY/IHO-BPEMEHHBIE
XapaKTEPUCTUKA BO BCEM JUANla30HE ITPOCTPAHCTBEHHBIX YAaCTOT, KOTOPBIE OTPAKAKOT COCTOSHHE
AKCOHOB I'aHITIMO3HBIX KJIIETOK CETYaTKH.

3BII npu mporpeccupoBaHUM OOJE3HW UMEIOT NPSAMYI0 KOPPENSIHMI0 U3MEHEHHUS aMIUIUTYIHO-
YaCTOTHBIX XapakTEPUCTUK OT CTaguu TIJIayKoMmbl. JIaTEHTHOCTE 1O Mepe IpOrpecCUpOBaHUs
3a0oyieBaHus M Tepexojia B Oosiee MO3/JHION CTaJAMI0 YBEIMUYMBAETCS, a aMIUIUTyJa CHUXKaeTcsd, U K
abcomoTHOM cTagun riaykomsl 3BII e peructpupyrores. [pu croiikoi komnencaruu BI'J] nporcxoaur
cTaOuimn3anus, a 3aTeM YaCTUYHOE BOCCTAHOBJICHUE aMILTUTYJHO-BpEMEHHBIX XapakTepuctuk 3BII.

2.5. UHble gnarHocTuyeckme uccrieqoBaHus

He undopmatuHbI
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3. JleyeHue, BKknOYas MeOAUKaMeHTO3HYH0 U HeMeAUMKaMeHTO3HYH Tepanuu,
aunetoTtepanuto, 06636OJ1V|BaHV|e, MeaAULUUHCKME MNOKa3aHunA U NpoTUBONOKa3aHUA K
npuMmeHeHNO MeTono0B Jie4yeHuA

3.1. KoHcepBaTUBHOE neYveHue

3.1.1. Npodmnakrtuka un neyeHmne AK

- PexoMenayeTcs Ha3HaueHHE MEIMKAMEHTO3HOW Tepanmuu O(TaibMOJIOTHYECKUMH IperapaTaMu:
HUCKYCCTBeHHBIE cje3bl W npyrue uHauddepentHoie mnpemapatbl (SO01XA20) wnam rina3HoOH Temb
nexcrianteHon (SO01XA12) mpu Hammumn AK w/mnm it npodUIakTHKH POTOBUYHBIX OCIIOKHEHHH.
HMcnonp30BaHue JaHHBIX [IPEnapaToB HE0OXOAMMO Ha3HAaYaTh C paHHEro Bo3pacTa [64,66,93].

VYpoBeHb yoeautensHOCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

Kommenrtapuu:

OCHOBHBIE TIOJIOKCHUSI:

- IeYeHrEe HAUMHATh C pAaHHET0 BO3pacTa;

MaKCUMaJIbHOE KOJUYECTBO MCIIOJIB3YEMBIX MECTHBIX MPEMApPaTOB HE JOJKHO MPEBHIMIATh TPEX, BO
n30exaHue JalbHEUIIero MOBPEXKICHUS POTOBUIIBI,

- IOCTOSIHHO MCII0JIb30BaTh TOJIBKO OPTAIbEMOJIOITHYECKUE TIpernapaTsl 6e3 KOHCEPBAHTOB;

npermaparsl C OJMHAKOBBIM (papMaKOJOTHYCCKUM JISHCTBHEM HE JOJDKHBI HCIIOJIB30BATHCS B
KOMOMHAIINH.

[Tokazarenu 3¢(eKTUBHOCTH:

- oTcyTcTBUE nporpeccupoBanus AK;

- OTCYTCTBUE CHMKEHUs dPeKTa B TeUeHHE JIIMTEILHOTO EPUOIa;
- MUHUMAaJIbHOE CUCTEMHOE BO3JICHCTBHE;

- MUHIMYM 1T0O0YHBIX 3¢ (PeKTOoB;

- XOpoI1as NePEeHOCUMOCTb.

3.1.2. MpoTnBOrnaykoMHble npenaparbl 1 MMOTUYECKUE cpeacTBa (rMNOTEH3UBHbIE
cpeactBa) (aHanorn npoctarnaHavHoB (SO01EE), OGeta-appeHo6nokatopbl (S01ED),
MHrMouTopbl Kapb6oaHrmgpasbl (S01EC), cMMnaToMMMeTUKM ANs NeYeHUA rfnaykombl
(S01EA), napacumnatomumetunku (S01EB))) npu Hannumm rnaykombl

JleueHue BpO)KI[CHHOﬁ TIaYKOMBI XUPYPTHYCCKOC. Bwmecte ¢ TEM, B ICPUOJ IMTOATOTOBKHA pe6eHKa K
orncpanru, a TakXKE, B pAAC CIIydacB, W IMOCJIIC HEC — IPU HEAOCTATOYHOM THUIIOTCH3WBHOM 3(1)(1)GKT€
BMCIIATCJILCTBA, BCC K€ HeO6XOI[I/IMa MCIHUKaAMCHTO3Hasa O(l)TaJIBMOl"I/IHOTeH3I/IBHa}I TCpalusi.

- PexoMenmyercs Ha3HaYeHHE MPOTHBOTVIAYKOMHBIX MPENApaTOB M MHOTHYECKUX CPEJICTB
(rumoTeH3uBHBIX cpeAcTB) (Oera-aaperobaokaTopbl (SO1ED), amamorm mpoctarmanauaoB (SOLEE),
uHruourtopsl kap6oanruapasbl (SO1EC), cummaromumeruku i jedenus riaykomsl (SO1EA),
napacumnaroMuMeTrku (SO1EB)) mpu Hanuuuu riaykomsl y nereit ¢ BA s cawkenus BIl. [pu
BbIOOpE TMpemapaTa HEOOXOAWMO YYMUTHIBATH BO3pAacT peOEHKa, a B IPOLECCEe JICUYEHHUs TIIATEIbHO
KOHTPOJMPOBATh OOIIUI M JIOKANbHBIA CTAaTyC MAaI[MEeHTa Uil HUCKIIOYEHHUS BO3MOXKHBIX OCIOXHEHUI
THITOTeH3UBHOM Tepanuu. [Ipemaparsl ¢ OAMHAKOBBIM (PAPMAKOJIOTHUECKUM JCUCTBHEM HE JIOJIKHBI
HCII0JIb30BaThCs B KoMOMHanuu [64, 66, 82-85].

VYpoBeHb yoeautensHOCTH pekoMenanuii C (ypoBeHb TOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

KommenTapun: OCHOBHBIE 3aperucCTpUpOBaHHBIE JIEKAPCTBEHHbIE CPEICTBA M HUX BO3PACTHBIC
OrpaHUYEHUS MPEJCTaBIIECHBI B Ta0iuLe 3.
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Ta6muia 3. Bo3pacTHbie orpaHYeHHs K HA3HAYEHUI0 HanboJiee pacipocTpaHeHHbIX B Poccuiickoit
d)ezlepaupm THIIOTCH3MBHBLIX IIPLCIIAPaATOB

JlelicTByrol1ee BENIECTBO MuHUMaIbHBIN BO3pacCT
Tumonon™** C poxaenus (C OCTOPOKHOCTHIO)
Jlopzonamu** C 1 genenu
JlatraHonpocT C 1 rona
bpumonuaun C 2 xet
[Tunoxaprun™** He ykazan

[Tpu HEeahekTUBHOCTH JieUeHUsT pa3pelIeHHBIME IpernaparaMu, ¢ HHOOPMUPOBAHHOTO COTJIacHs
poIuTeNel ManueHTa U C pa3pelicHus] BpaueOHOW KOMHCCUHM HA3HAYAKOTCS M Te, 4TO O(UIMATBHO Y
nereit He mpuMensiroTcs [82-85, 91].

ANTOpUTM  Ha3HAYCHHWsS  TMPOTHUBOTJIAYKOMHBIX  IpEmaparoB W  MUOTHYECKHX  CPEICTB
(TMTIOTEH3UBHBIX CPEACTB) MPU AHUPUAUIHON TIayKoMe:

- TmpemapataMd TEpBOH JMHUM BbIOOpa TpPHU BPOKIACHHOW TJIayKOME OCTAIOTCS HWHTHOUTOPHI
KapOoaHTHIpasbl U OeTa-aIPeHOOIOKATOPHI;

- npu BeicokoM BI'J] HauMHaTh cpa3dy ¢ KOMOMHMpPOBAaHHBIX MPENaparoB, a MpPU HEAOCTATOYHOU
sbdekTUBHOCTH  100aBIATH Mpemapar U3 Apyroil  (QapMakoinorudeckod Tpymmel  (aHAJIOTH
IIPOCTarjIaHANHOB (SO1EE), CUMITATOMUMETHKHU JUIS JICYCHUS IJIAYKOMBI (SO1EA),
napacummnaromumeruku (SO1EB)) [82, 91];

- TpUMEHEHHE JBYX M Oojiee NPOTHBOITAYKOMHBIX MPENapaToB W MHOTHYECKHX CPEJICTB
(TUTIOTEH3UBHBIX CPEJICTB) ABIISETCS OJTHUM U3 KPUTEPUEB ISl CKOPEHIIIETO Mepexoia K XUPypruiecKomy
JICYCHUIO;

Bpau-oprasibMonior crajkuBaeTrcss ¢ TaKMUMU IpoOjieMaMHM IpU KOHCEPBAaTMBHOM JICUYCHUU
AHUPUAMIHON IIayKOMBI KaK:

- TSDKEJIbIE TOpaykeHus ria3Hoi nosepxHoctu Beaeacrsue HJICK;

- TUI0Xasi IEPEHOCUMOCTh MECTHOM TMIIOTEH3UBHOM Tepanuu (B CBSA3M C TUM HU3KHUI KOMIUIa€HC K
JAHHOM Tepanuu y JeTel U B3pOCIbIX);

- HEOOXOAMMOCTh HCIIOJIb30BAHUS HECKOJBKHUX MPOTHUBOITIAYKOMHBIX MPENaparoB U MHUOTHYECKHUX
CpeACTB (THUIOTEH3UBHBIX CPEACTB) YCYI'YOJsieT pOroBUYHbIE MPOOIeMbl, BKIIOYas MOSBICHUE TOUEUHOM
KEepaTonaTUy U PeLUIUBUPYIOIINX PO3HUH, YCHIIMBAIOIIUX MPOLECCHl HEOBACKYIIAPU3AIUH;

- CUCTeMHble NOOOYHbIE 3(P(PEKTHl MECTHOW THUIIOTEH3MBHOW Tepamuu: 3Ta NpobiieMa Kacaercs
MIPEUMYILECTBEHHO JIE€T€, OHA 3HAYNUTEIBHO OrPAaHWYMBACT CIEKTP JIEKAPCTBEHHBIX IIPENapaToB
BO3MOJKHBIX K IPUMEHEHUIO;

- no6ouHble 3(p(eKThl CHUCTEeMHOW TMIOTEH3UBHOW Tepamnuu: HHOTJa BPEMEHHOE IpPHUMEHEHHE
MHTHMOUTOPOB KapOoaHTHApa3bl HEOOXoauMO Jisl cHbkeHHus BI'J], 4To MOXeT mpuBECTH K U3MEHEHUIO
AJIEKTPOJIMTHOTO COCTaBa KPOBU (HU3KUI ypOBEHb Kallusi), TOIIHOTE, PBOTE, CHWKEHHMIO (U3NUECKOM
aKTHBHOCTH [64, 65].

3.1.3. HenpoTtpodunueckoe neyeHume

- Pexomennyercss MeiMKaMeHTO3HOE HEeWpoTpoduueckoe JieueHue aersiMm ¢ BA u onepupoBaHHON
KOMITEHCUPOBAHHOM TJIayKOMOM C II€JIbI0 COXPAHEHUS U CTUMYIISALUU 3pUTeIbHBIX QyHKIui. Tepamnuto
clieyeT MpoBOIUTh perysipHo (1-2 pasa B rox) [79].

YposeHb yoeaureapHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

KommenTtapuu: B koMmiuiekc HEHpOTpo(hUUECKOro JIe4eHUsl BKIIIOYAIOT Mpernaparhl, BIUSIONINE Ha
nepudepruyeckoe KpoBOOOpallleHHe U yay4dlIaoliie MUKPOLUPKYIIALUIO: IPYTHe CUXOCTUMYISATOPHI U
HooTpomnHsie nmpenapatsl (NO6BX), anruonporextopst (C0S5), BUTAMUHBI, TOTUBUTAMUHBI B KOMOUHAIINH
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¢ npyrumu cpeactBamu (A11A), apyrue npemnapatsl, puMeHsembie B opTansmoniorun SO1X. Tepanuro
ClieyeT TPOBOJUTH PErYyspHO 2 paza B Toja MOJ KOHTpojeM Bpada-aeposiora (IIpuem (ocmortp,
KOHCYJIbTAIIHsI) Bpaua-HEeBPOJIOra).

3.2. Xupypru4yeckoe nevyeHue (nokasaHusi K HEOTIIOXKHOMY, B TOM YMCIie NOBTOPHOMY
XUPYpPruyeckomy rieYeHuo; MeToabl XUpPYpPru4eckoro nevyeHus)

3.2.1. MeToAbl XMPYPru4YeCcKoro reyeHus rnaykomol npu BA

- Pexomennyercs xupyprudeckoe jged4eHue IeTsaM ¢ BA mpu pa3BUTHM ITIayKOMBI I CHUKEHUS
BI'l. TobKO XMPYPrUYECKUM METOAOM BO3MOXHO YCTPaHUTh IpensaTcTBus oTToKy BITJK, co3naBaemblie
Pa3IMYHBIMKU CTPYKTYPHBIMU aHOMAJIMAMU JPEHaXKHOU 30HBL. [IpH riaykome 310 cpoyHoe min Haubosee
paHHee XUPYPrHYecKoe JICUCHUE MTPU TIEPBBIX PU3HAKAX JIeKOMIIeHcalu riaykomsl [40, 42, 68-70].

VpoBeHb yoeautenbHOCTH pekomenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

KommenTapun: [lokazaHus K HEOTJIIOKHOMY XHUPYPrUYECKOMY JIEUEHHUIO (B TOM UHUCIE
MTOBTOPHOMY):

- BbICOKMH ypoBeHb BI'/l, KOTOpBII HE MOXKET ObITh HOPMAJIM30BAaH KaKUM-JTMOO APYTUM METOAOM
JICYEHUs, KPOME XUPYPrUUECKOro;

- HEBO3MOXXHOCTb OCYILIECTBJICHUS JPYIMX METOJOB JIe4eHUs (B TOM 4HCIEe HecOoOroAeHue
BpaueOHBIX PEKOMEHIAIH, BhIpakeHHbIE TTO00YHBIE d()()EKThI) MM HETOCTYITHOCTh COOTBETCTBYIOIIEH
MEIMKAaMEHTO3HOU TEPaIInu;

- IOBTOPHBIE ONEepaluy HEOOXOAUMO IIPOBOANUTH Aa’K€ IIPU OCTATOUHBIX 3PUTENIbHBIX (PYHKIIHAX.

Xupypruueckoe JeyeHue riaykomsl y aeteil ¢ BA HaxoauTcs B LEHTpe JiedeOHbIX MEPOIPUSATH,
OCYILIECTBIISIEMBIX TAKUM OOJIbHBIM.

Cy1iecTByeT /1Ba LIEIEBBIX HAIPABJICHMsI ONIEPATUBHBIX BMEIIATEIbCTB IIPU BPOKICHHOMN INIAyKOME.

[lepBoe mpenycmaTpuBaeT BOCCTaHOBJIEHHE (TouHee, popmupoBanue) orroka BIOK, nmubo 3a cuer
YCTpaHEHUs! MPENITCTBUS Ha €€ eCTECTBEHHOM ITyTH, JINOO IyTeM CO3/aHMs HOBOT'O IyTH OTTOKA BJaru
(puctynsl) B "00x01" ecTECTBEHHBIX IPEHAKHBIX MyTEH.

Bropoe HampaBieHME XUPYPrU4E€CKOro JI€UYEHUs JETed ¢ JTOM TNaTOJOTMEN IpeAcTaBIEHO
BMeIIaTeIbCTBAMU, HAMPABICHHBIMU Ha coKpalueHnue npoaykuuu BIOK munuapsasiM Tenom.

['maBHBIM MOAXOX B XUPYPrHYECKOM JIEUEHUHM TJIAYKOMbl — HCIOJb30BaHUE MaJOMHBA3HBHBIX
METOJIOB C HaMMEHbBIIEH TpaBMaTH3auell pOroBUIbl U TUMOATbHON 30HBI.

- PexoMeHAyIOTCs clleyIole XUpypruueckue MeToasl (opMUpOBaHUs OTTOKA BOJISIHUCTOM Biaru
netsim ¢ BA u rmaykomoii [68-70]:

- Ollepallid, HAIlPaBJICHHbIE HA YCTPAHEHHME OPraHUYECKUX MPENSTCTBUM Ha MyTH BOJASHUCTON
BJard K Tpabekyse (TOHHOTOMHS, B TOM YHCJIC ¢ TOHHOMYHKTYpoit A16.26.067; tpabekynoromus ab
interno A16.26.069; nazepronnorpadekynonyHkrypa A22.26.006);

- BMEIIATeIhCTBA (PUCTYIU3UPYIOIIETO TUIA, TIPEeTyCMaTpUBalolIie (OpMHUPOBaHNE HOBOTO KaHaIa
U3 MepeJHel Kamepsl Ila3a HapyXy, B MHTpacKiepaabHOe MPOCTPaHCTBO (TpabekynoTomus ab externo
A16.26.069; cunyctpadbexymkTomus (CTI) u ee momudukammu A16.26.070.

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JJOKa3aTEeIbCTB — 4)

KommeHTapuu: psijg 3apyOeKHBIX KIMHHK TpeiaraeT oIepanyeil mepBOro BBIOOpa OIEpaIiuio
Tpabekynoromuio ab interno u ab externo. Ho kak moka3plBaeT MNpakTHKa 3TO XHUPYpPruyecKoe
BMEIIATEIHCTBO BBI3BIBACT CIIOKHOCTH B JIOKAIM3AIUS CKIEPATBHOTO CHHYCa BO BPEMsI XUPYPTHUECKOTO
JIeUeHHsl, a TaKKe HaJIMYHMe 3a4acTyio HeoBackisipuzammu B YIIK pemaer sToT BHI XMpPYprudecKkoro
JIeUYSHHs] TPYIHOPEATU3yeMbIM ¥ CBSI3aHHBIM C TIOBBIIIEHHBIM PHCKOM HWHTPAOIIEPAMOHHBIX
reMOpPParuueckux OCIOKHEHUH.

Haubonee crabunpHblii runoteH3uBHbIN 3¢ dexkt umeer onepauus CTI. Dra moaudukanus
XHPYPrU4eCcKOro BMEIaTeNbCTBA MpecienyeT 1enb GopMupoBaHus GUCTYIIBI U3 EpeaHEN KaMephl ria3a
B HMHTPACKJIEpATbHOE TMPOCTPAHCTBO (0OBEM KOTOPOTO PACIIUPSETCS TIIYOOKOW CKJIEPIKTOMHEH ).
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OcCoOeHHOCTBIO TIpH MPOBEACHUU MAHHOTO XHPYPrHYECKOTO BMEIIATENBCTBA y JAETeH C aHHpHUIUCH
ABIISICTCA MCceueHHe TpalOekysbl Oe3 BBIMOJHEHHUS MOJHOICHHOW 0a3albHOM MPHIPKTOMHM U Oosee
MIMPOKOE UCCEUEHHUE TPAOEKYIIPHON 30HBI, KOTOPOE CBA3aHHO CO CKIIOHHOCTBIO K TTOCIICONEPAINOHHOMY
¢ubpo3y y osToil rpymnmsl nanumeHToB. Tak ke pPEeKOMEHJOBAaHO Oojiee TIIATENIbHOE HAKJIaJbIBAaHHUE
CKJICPAJIbHBIX [IBOB M YIIMBAHUE KOHBIOHKTHUBHI JUISl HCKIIFOUEHHS TIOCJICONIEPAIIMOHHOM THITOTOHUH.

- Pexomennyercs moaudunupoBanaas CTD ¢ mpuMeHeHHEM HMIUIaHTOB (IpEHaKHbIE YCTPOUCTBA:
JpEHaX aHTHIIIAYKOMAaTO3HBIN pe30pOrpyeMblid, aHTHIIIAYKOMHOE (DMIIBTPAIIMOHHOE YCTPOMCTBO (LIYHT
Ui JIedeHHsT TIayKoMmbl***)) nmersm ¢ BA  um  rmaykomoil mpu  orcyrctBuM 3ddexra oT
BBIIICTICPEUNCIICHHBIX OINEPalUi Il HOpMalu3aluu O(TAIbMOTOHYCAa WJIM B KauecTBE OIEpaIuu
MIEPBOrO BHIOOpA MPU HAMHYWHU (PAKTOPOB PHUCKA U MPEAIoiaraeMoi YOSKICHHOCTH B HEI(PPEKTUBHOCTH
kinaccnyeckoit meroauku CTD [70].

YposeHb yoeauteabHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapuu: B nocieaHue roipl Mpy MOSBICHAN COBPEMEHHBIX XOPOIIO MEPEHOCUMBIX JIETCKUM
rJ1Ia30M KOHCTPYKIHMH JpeHaXel NMPUOPUTETHBIM HAIpPaBICHUEM B XHPYPTHUHU TIIAyKOMBI pu BA craino
NPUMEHEHHE JPEHAKHBIX YCTPOMCTB B KAUeCTBE OIeEpallH MEepBOro BeiOOpa. IlpuMeHeHne apeHaxei
(IpeHak aHTUTIIAYKOMATO3HBIN Pe30pOHpPYEeMBbIid, aHTUTIAYKOMHOE (DMIIBTPAIMOHHOE YCTPOICTBO (IIYHT
JUIS JICYEHUS] TIAyKOMBI***)) pa3nuuHbiXx MoAuUKalLUA HE MPEeACTaBIseT OCOO0OW CII0KHOCTH H
MO3BOJISICT MPOJINTh TUIIOTEH3UBHBIN APPEKT ONEpalui ¥ YCTAaHOBUTh KOHTPOJIUpPYeMblii ypoBeHb BI'/I.
Ho npu BbIOOpe naHHOW TaKkTUKU JI€UYEHUs y J€Tell C aHMpUAMEH HAJ0 Y4YUTHIBATh BBICOKUI PHUCK
aKTUBHOTO (PMOPO3HOTO IMpoIiecca B MOCICONEePAIMOHHOM MTEPHOIC.

- PekoMeHIyI0TCS XUpYpTrUYECKUE METOIbI, HAIIPABJICHHBIC HA YMEHBIIICHHE CEKPEIIMU BOJITHUCTON
BJIary (KOHTaKTHas AUOJHAA Jia3epHasi TpaHCcCKiIepaibHas HUKiIokoarymsiius A22.26.018) nersm ¢ BA u
rJIayKOMOH Mpu HEed(D(HEKTHBHOCTH XUPYPTrUYECKOTO JICUCHHSI HANPABICHHOTO HA YIIYYIICHHUE OTTOKA
BIX [52].

VYpoBeHb yoeautenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKa3aTeIbCTB — 4)

KommenTapun: B oCHOBE 3TUX XMPYPTrUYECKUX BMEIIATEIbCTB JIEKUT TEMIIEPATyPHOE BO3/IEUCTBUE
HETIOCPEICTBEHHO Ha IMJIMApHBIE OTPOCTKH, JIMOO HA MHUTAIONIME MX 3aJHUE JJIMHHBIC IUJIHApHbBIC
apTepuu.

JlazepHyr0 TpaHCCKJIEPANbHYIO IUKJIOKOATYJISIMI0 dYalle MPOBOAAT B HECKOJBKO OTarloB.
3aiecTBYIOT He OOJbIIe 2X KBaJIPAHTOB 3a OJIMH ATal. 3ajadya BMEIIATeIbCTBA TOCTUYh HOPMAaTU3aIUIO
BI'Jl 1o HOpManbHBIX 3HAYEHWE WM O 3HAYCHUH MO3BOJISIIOIIKUX HOpManu3oBaTh BI'J[ mpu momomn
WHCTUJUSIUU TUNOTEH3UWBHBIX Kamenb. Mexay »TanaMu XUPYPrU4eCKOTO JICYEHHE HKENaTelIbHO
BBIZICP)KUBATh HE MEHEe TpexX MecsleB s crabwimm3anuu mokazateneid BIJI u  pesopOruun
BOCHAJIUTENBHOTO MPOLECCa B 30HE ONEPATUBHOIO BMEIIATEIbCTBA.

MukpoumityibCHasi JUOJHASI JIa3epHas TpaHCCKIEpalbHAas [HUKJIOKOATYISIIIUS — COBPEMEHHBIN
Oosnee 0Oe30MacCHBII MaJOTpaBMATHUHBI METOJl, KOTOPHIH B OTIWYHE OT HEMPEPHIBHO-BOJIHOBOM
IUKJIOKOAryJIsiIiK, UMEeT JBa Iukia: "BritoueHus" u "BoikimtoueHus". Bo Bpems nukiia "BeIKItOueHU"
YYaCTKU IMIUAPHOTO Tela, KOTOPhIE OBLIM MOJBEPKEHBI TETNIOBOMY BO3JACUCTBUIO, OXJIAXKIAOTCS, UYTO
MO3BOJISICT 3AIMUTUTh WX OT YPE3MEPHOTO TEPMHYECKOTO TMOBPEXKACHUSA. | UIMOTEH3UBHBIN S(DPeKT
JIOCTUTaeTCs 3a CYET IAAIIEr0 TEPMUUYECKOTO MOBPEXKICHUS LUIMAPHOTO TeJla U CHHXKEHHSI CEKpeLUuu
BIK, ycunenusi yBeockiepaibHOIO OTTOKa. MeToJl MOo3BOJsSeT M30eKaTh Ype3MEPHOI0 HEOOpaTUMOTO
MOBPEXKACHHUS LMJIMAPHOTO Tejda Y, T[OMHUMO TIOKa3aHWM K CTaHAapTHOW JAMOJ-Ta3epHOU
[UKJIOKOATyJISIIIUA, MOXKET OBITh WCIOJIB30BaH HE TOJBKO KaK OpPraHOCOXPAHHBIA METOJ TpHU
TePMHUHAIBHBIX CTAAUSX TJIAYKOMBI M MPOTHUBOIOKA3aHUAX K (UIBTPYIOIIMM oOIlepanusM (KaKk u
CTaHJApTHAsl JUOJ-TAa3epHAas IUKIOKOATYJSAIMsA), HO M KaK MeHee TpPaBMATHYHOE TIEPBUYHOC
BMemarenscTBO Ha Tnazax ¢ AK. TpaBmaruzamuss auMOanbHOW 30HBI TPU  BHITIOJHEHHH
cunycorpabekymkromun Ha ¢one HJIICK mnpuBoaur k mnporpeccupoBanuo AK, urto ngemaer
MCIOJIb30BaHUE MIAISIINX HEMHBA3UBHBIX MEeTOA0B cHIbKeHUs: BI'J] 6osee mpeanoyTUTeNsHBIM Ha TAKUX
rimasax [94, 95].
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[Toce BBITTOTHEHUS BBHIMICTICPEUUCIICHHBIX ONeEpanuii peOeHKy Ha 2-3 JHS Ha3HA4YaloT TPYIIIBI
MHTUOUTOPOB KapOOaHTUIpPA3bl BHYTPh B BO3PACTHOH JI03UPOBKE, KOMOMHHPYS, TaKHUM 00pa3oM,
XHPYPrHYECKOE U MEAMKAMEHTO3HOE MOIaBIISIOIICEe BO3ACHCTBIE Ha IIHIHapHoe Teio [92].

3.2.2. Xupypruyeckoe rnevyeHue Katapaktbl npu BA

- Pexomenayercsi TpoBeACHHWE XUPYPrHUECKOTO BMEIIATENBCTBA — (PaKoACHUpAlH WIH
acrupanuu-uppuranuu BpoxaeHHoi karapaktel (BK) (A16.26.093/A16.26.093.002) c\Ge3 umruianTanuu
NOJI B 3aBUCHMOCTH OT XapakTepa MOMYTHEHHs XPYCTaUKa M HAJIWYHS COMYTCTBYIOIIEH MaTOJOTHH
rinasa y nereil ¢ BA u karapakToil Ipy BBISIBIEHUH BBIPAKEHHBIX U3MEHEHHUH XPyCTaIMKa, BbI3bIBAIOIINX
3HAYUTEIBHYIO 3pUTENbHYIO AenpuBaimto [33, 42, 71-75].

VpoBeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 5)

KommeHTapuu: riaBHbIM (PaKTOPOM TPU OIMPECICHUH CPOKOB XHPYPTHYECKOTO BMEIIATEIbCTBA,
KaK NpU JABYCTOPOHHEH, TaK W IpPU OJHOCTOPOHHEH KaTapakTe Ha AHUPUIUMHBIX IJ1a3ax SBIAETCS
BBIPQKEHHOCTh TOMYTHEHHMH XPYCTallMKa, OMNpeAestomascs (GOpMON KaTapakThl, BIHUSIOUICH Ha
(dbopMHpOBaHUE 3pUTENBHBIX (QYHKLUI peOeHKa B CECHCUTUBHBIIN MEPUOI.

Xupypruueckoe neueHue BK y nmereit ¢ BA mnoka3zaHo npu HaquyuM ONTUYECKU 3HAYMMBIX
IOMYTHEHUI XpYCTaJMKa, pacloyiaraloliuxcs BI0JIb 3pUTEIBbHOM OCH I71a3a U BBI3BIBAIOIIUX CHUKEHHUE
3puTenbHbIX (yHKUMHA. Kak mnpaBmiio, HemporpeccHpyoolue IOJIpHbIE MMOMYTHEHUS XPYCTalUKa B
YCIIOBHSIX OTCYTCTBHSI PaIy’KHOM 000JIOUKH HE OKA3bIBAIOT JEMPUBUPYIOMIETO ACHCTBUS M HE HYXKIAIOTCS
B pPaHHEM XHUPYprHuecKoM BMmelnaTenbcTBe. OnepaTuBHOE BMEILATENBCTBO MOXKET ObITh OTCPOUYEHO 10
Oomee crapmiero Bo3pacTa B 3aBUCUMOCTH OT JMHAMHUKH TPOTPECCHPOBAHUS KaTapaKTaJIbHBIX
NOMYTHEHUH U CHUXKEHHS OCTPOTHI 3pEHUS.

Xupyprus KaTapakThl y HallUEHTOB C aHUPUAUEH CBSA3aHA C ONPEAEICHHBIMU CIOXKHOCTAMU:

- pacuet cuibl MOJIno onepannu MoxeT ObITh 3aTpyIHEH U3-3a HECTAOUIILHOM MOBEPXHOCTH IJ1a3a,
HUCTarMa U MoJISpHbIX KaTapakT;

- pasMep, JUIMHY pa3pe3a MU MECTO pPACHOJOXKEHHS HEOOXOJUMO TIIATENbHO MPOayMaTh, YTOOBI
n30exaTbh BOSHUKHOBEHMs Ui oboctperust AK y 3TuX naiueHTos;

- UCCIIEZIOBAHNE KaICYJIbl XPYyCTaJIMKa ITOKA3aJ0 CHUKEHUE TOJIIIMHBI Karcyibl y aereid Ha 50% 1o
CPaBHEHHUIO C HOPMAJIbHBIM KOHTPOJIEM;

- U3-3a TUIOMJIACTUYECKOH pagykKHOH 000JI0YKH, IPUBOASAIIEH K OTCYTCTBUIO LIMJIMAPHON OOPO3/IbI
Py aAHUPUIUM, UMIUIAHTAlUs B KalCyJbHbII MEIIOK SBJSETCS €AMHCTBEHHBIM BAapUAHTOM
MHTPAOKYJISIPHON KOPPEKLUHU aaKuH.

CoBpeMeHHas TEXHOJIOTHSI XUPYPIrUU KaTapaKThl BKIIIOYAET:

- TOHHEJIbHBIE POTOBHYHBIE MM KOPHEOCKJIEPAIBHBIE MUKPOPA3pe3bl C IOCIEAYIOIEH MOBHOU
(ukcanuell OCHOBHOTO pa3pe3a, BBIIIOJHEHHE apalieHTe30B Ha 3 u 9 yacax;

- HCIOJIb30BaHUE COBPEMEHHBIX BHCKOXJIACTUKOB O(TaIbMOJIOTHYECKUX IS 3aIIUTHl SHAOTENTUS
POTOBUIIBL;

- IpuMeHeHue IU(QPepeHIIMPOBAHHBIX METOAMK IEpPEJHEro Karcyjaopekcuca ¢ (popMHpPOBAHHUEM
MUHUMAaJIbHOIO AraMmeTpa (MeHee 5 MM) st 6onee ctabunbHoi pukcanuu MOJI B kancyapHOM MEIKe;

- anmnaparHas WM MaHyaJlbHas acCIUpaLUs-uppUralys XpyCTaInKOBBIX Macc;

- SHJOKAICYJIIpHas UMIUIaHTalus THOkux akpuiioBsix MOJL.

Metoauku (akoacnupaly KaTapakTbl COOTBETCTBYIOT MeToAukaMm Mo ynaneHuto BK Goree
OoIPpOOHO ONMUCAHHON B KJIMHHUUYECKUX PEKOMEHIAIMSIX 110 BPOKIEHHON KaTapakTe.

- Pexomenayercs npoBeneHHE KOHCEPBATMBHOTO MEAMKAMEHTO3HOTO W TpPH HEOOXOAUMOCTH
XUPYPrUuecKoro jedeHus y aerei ¢ BA npu pa3BuTHM UHTpa- ¥ MOCIEONEPallMOHHBIX OCIIOKHEHUH [86-

88].
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YposeHs yoeaureapbHOCTH pekoMeraiiii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 4)

KoMMeHTapuu: Ba)kHO 3HaTh, YTO XHUPYPrUYECKOE BMEIIATEILCTBO (IO IOBOAY IVIAYKOMBI U
KaTapakThl) MOXET CIpPOBOIMpPOBaTh mporpeccupoBanue AK, Xupypruss Tri1aykoMbl MOXKET
CTUMYJIUPOBATh JUCIOKAIMI0O W TOMYTHEHHE XpycTaiuka. [lo maHHBIM JuTeparypbl HauOolee
pacipoCTpaHEHHBIM OCIIOKHEHHWEM XHUPYPrUU KaTapakThl ObUIO pa3BUTHE TIJIAYKOMHOIO IIpolecca,
TpeOyromero B JalbHEHIIEM JONOJHHUTEIBHBIX AHTHUIJIAYKOMATO3HBIX BMEIIATENILCTB C  IEIBIO
HopMmanuzanuu BI'/I.

BaxHO 3HATH, 4TO OTCYTCTBHE PaayKKH, MOJUMOP(HU3M BBIABICHHBIX M3MEHEHHH IJ1a3a, B TOM
gucine Hanmumuue HJICK oOycnoBnuBaeT 0COOEHHOCTH HMHTpa- M IocieonepanuoHHoro TedeHus AK u
BJIMSIET HA MCXO/bl XUPYPrHUYECKOTO JICUSHHUS M Ha TIPOTHO3 3a00JICBaHMSL.

OcnoxHeHre XUPYpruueckoro BMENIaTeNbCTBA, OMUCAHHOE TOJBKO mpu BA — aHUpUAMMHBIN
¢ubposusiii curapom (ADC), nmpencrasnser codor GuOPO3HBINA pyOIIOBEII poIECcC, ACCOUHUPOBAHHBIN
C pa3BUTHUEM THUIOTOHHM, CHIDKAIOLIEE 3pUTENbHbIE (YHKIUU W B PsE€ CIydyaeB MPUBOASIIEE K
cybaTtpoduu rnaza.

HebGnaronpusTHeIMU  (paKTOpaMU, OCIIOXKHSIOIMIMMU TOCTCONEPAlIMOHHOE TEeUeHUE IEePBUYHON
IJIAyKOMBI, CITy’KaT M30BITOYHOE PYOlleBaHWE M aKTUBHAS pereHeparusi, BbI3bIBacMas Iposudepanueii
(¢bubpo6IaCTOB TEHOHOBOI KarCyJbl M SMUCKIEPHI B 00JACTH ONEPAaTUBHOTO BMEIIATENbLCTBA. Y JIeTeH C
aHUpUIUEH mpoliecchl mponudepanuy B 30HE BMEUIATENbCTBA B PAaHHEM MOCJIEONEPAllMOHHOM MEPUOIe
Oosiee aKTHBHBI, YeM Yy OOBIYHBIX JIETE W B3POCIBIX, YTO OOBACHSIET 0ojee HU3KYIO A(PPEKTUBHOCTD
AQHTHUTIayKOMATO3HBIX ONEPALUid IPH JICYCHUH TTIAYKOMBI.

PyOuieBannio B 30HE XUPYPrU4Y€CKOro BO3ACHCTBHS CIIOCOOCTBYIOT: HEIOCTATOYHBIA O0BEM
UCCEKaeMOM 4YacTu TpaOeKysbl, 3aKphITHE 30HBI OMEpAlMd TOHHOCHHEXUSIMH, KOTOpBIC SIBISIOTCA
MOCJIEACTBUSIMHU TIOCJICONEPALIMOHHBIX UPUTOB U KPOBOM3JIMSHUNA B MEPEAHIOI0 KaMmepy, MOBBIIICHHBIE
CIIUITYUBBIE MTPOLIECCHI.

CoBpeMeHHBIE CIIOCOOBI, MPEMATCTBYIONINE H30BITOYHOHN Tposm(epaui, BKIIOYAIOT: YMEHbIICHNE
TPaBMaTHYHOCTH OMNEpallMid, IIMPOKOE KCCEYCHHE KOHBIOHKTHUBBI U SIUCKJIEPbI, MPUMEHEHHE
koptrkocTeponioB (SO1BA), hbepMeHTHBIX B BUJIe CYOKOHBIOHKTHBAIBHBIX HHBEKIMI |84, 86-89].

Kpome wn30ObiTouHOro pyoOreBanus, 3(pQeKT aHTUIIAyKOMAaTO3HBIX OMepaluil 3aBUCUT OT psla
JPYTUX OCJIO)KHEHHUH: CHHJPOM MEJKOM Kamepsl, HuinoxopuonaansHas otcioiika (L[XO), rudema,
MaKYJISIPHBIN OTEK.

CuHIpOoM MeENKON mepenHed KaMmephbl B IOCIEONEPAllMOHHOM IEpPHOJE MOXKET OBITh CBSI3aH C
ycuineHHo  ¢uubTpanueir BIDK  uepe3 mocneonepannoHHyro (QHUCTYNly, HaJMYUEM HapYyXKHOH
(buIbTpanuy BCIEACTBUE MJIOXOH aanTalii KOHBIOHKTHBAJIBHOTO pa3pesa, a Takke [[XO.

CaMbIM 4acTBIM CpeIM BCEX IOCIEONEPALNOHHBIX OCIOKHEHHH Yy JE€Tel C aHUpHIUEH OTMEYeHa
[0XO. Ilepenax BI'JI, BO3HMKaromMii BO BpeMs ONEpaluu, SIBISETCS ITYCKOBBIM MEXaHHU3MOM K
KIIMHUYECKOMY  MPOSBIIEHUIO  COCYIHCTOM MATOJOTMH, a OTCYTCTBUE pAAYXKKH CHIKEHUIO
3¢ PexTUBHOCTH MeTUKaMEHTO3HOM cTadunu3amuu BI'/.

Menukamenrosnas tepanus L[XO BritoyaeT KOPTUKOCTEPOUABI ([UII MECTHOTO MPUMEHEHMS)
(SO1BA), KOpTHKOCTEpOMAbl CHUCTEMHOro JeiictBus (s cucremHoro npumenenus) (HO2A))
Myjpuatnudeckue u Iukinomiernyeckue cpeactsa (SO1F). Ilpu orcyrctBum 3¢dexra mnokazaHo
XUPYPTUUECKOE JICUCHHE B BUJIE CKIEPIKTOMUH, TpenaHanust ckiaepsl (A16.26.073)..

B panHem mocneonepallioOHHOM TEpPHOJE MOXKET pPAa3BUThCA PELUIUB THIEPTEH3UH JHOO
BCJIe/ICTBUE OJOKa/Ibl 30HBI TPAOEKYIIKTOMHHM OCTaTKaMU KOpHS paayXKu (€clid €cTh YacTHYHas
aHUPUIUS) M XPYCTAIMKOBOM Onokaze (LMIMOXPYCTAIUKOBBIM OJIOK) OO Pa3BUTHIO CIMITYHUBOTO
mporecca MeXay JOCKYyTaMu CKJIEpbl WM KOHBIOHKTHBBL. B 3THX ciy4asx pekoMeHIyercs
KOHCEpBAaTUBHOE JIEUEHHE, MPU OTCYTCTBHM 3(PdeKTa OT KOTOPOro B TE€YEHHE 5-7 CYTOK BO3MOXKHO
MpOBEeACHUEPEBU3Us (HUIUTUHT) (QrutbTpaninoHHoN momaymeukn (A16.26.120) ¢ menbro pa3zbeauHEHUs
CTPYKTYp HpensaTcTByronux Beixoay BIK.

[Tpu 0Opa3zoBaHUM MJIOCKOCTHBIX CUHEXHUI MEXAYy KOpPHEM paiayKd (MpU YaCTUUHON aHUPHUINN) U
30HOW BHYTpeHHeH (ucTynsl Bo3MOxkHO BbimonHeHue HeoauMm-MAD (Nd-YAG — kpucrtamn UTTpuit-
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AMIOMUHUEBOTO TpaHaTa, aKTHBHUPOBAHHBIM HEOJUMHEM) — JIQ3€PHOTO BMEIIATEIhCTBA (JIa3epHBIN
cunexuonusuc A22.26.020) (Ho He mo3:xe 1 Mecslia mocie pa3BUTHsI CPALIICHU).

4. MepguumnHckas pea6m1v|TaLw|;| N CaHaATOPHO-KypopTHOe Jie4vyeHue, MeanLUNHCKUe
noKa3aHnA N NpoTuBonokKa3aHnA K npuMeHeHnr0 metToaoB MeAULMHCKOMN pea6m1mauvm,
B TOM 4Yucne oCHOBaHHbIX Ha UCNOJIb3OBaHUN NPUPOAHLIX ne4yeo6HbIX (baKTOpOB

- Pexomenmyercss koppekiusi aHoMmanui pedpakmuu BceM JeTsM ¢ BA ¢ menpio MOBBIMICHUS
OCTPOTHI 3peHus (MIPH aHUPUIMH BBISBIIAIOTCS MHOIIMS, THIIEPMETPOIIHS, acTUrMaTusm) [64, 66, 97].

YposeHb yoeauteapbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KommenTapuu: Pekomenayercs [logbop oukoBoi KOppeKUHUU 3peHHs: 00€ Mapbl OYKOB JOJIKHBI
umetrb YO-punstp (UVA u UVB 6510K) a1 cBeta ¢ jumHOM BoiHbI Oonee 400 HM; oJHa mapa OYKOB
NOJDKHA UMETh Jierkoe 3areMHeHue Ha 20% (a1 goMa M oONayHbIX JHEH Ha YiMIe), Jpyras c
MakcUMaJbHbIM 3aTeMHeHueM (1o 80%) (mns ucnonp3oBaHus Ha ynuie). OgHako Npu OTCYTCTBUM Y
pebenka ¢otohobun, MOKHO Ha3HAUaTh OYKOBYIO KOPPEKIUIO C M3HAYaJIbHO MPO3PAUYHBIMH, HO MPH
3TOM ¢ OJIOKHPOBKOW CHHUX cBeTOBBIX Jiyueil (L400) u ¢poroxpomusivu mua3amu. [Ipu octpore 3peHus
0,1 u MeHee (c MaKCUMAIbHON KOPPEKIMEi) peKOMEHI0BaH MOAO0p BUICOYBEIHUUTENSI, MOHOKYJISIpa U
JPYTUX CPEICTB 3PUTEIBHON peaduIUTalINN.

5. Mpodmnaktuka M pgucnaHcepHoe HabGnwAeHWe, MeAULMHCKME NOKa3aHus W
NPOTUBOMNOKAa3aHUA K NPUMEHEeHUI0 MeTOA0B NpodMnakTuKm

- Pexomennyercst aucrnancepHoe HaOMIOACHUE Bpaya-o(TaIbMOJIOra BCEM JIETSIM M IOAPOCTKAM C
BA. [42, 79]

VYpoBeHb yoeautenbHOCTH pekoMeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKa3aTEIbCTB — )

KommenTapuu: Jletu ¢ BA craBsrcs Ha AMCHIAHCEPHBIN y4eT B MOJIMKIMHHUKE C YACTOTOH OCMOTPOB
1 pa3 B 3-6 mec. OueHb BaKe€H peryisipHbId KOHTpoJsib 3a BI'Jl, pasmepamu riaza, OCTpOTON 3pEHUSI.
Bcewm netsim B paMkax JUCIaHCEpHOTo HAOIIOAEHUS MPOBOAAT KOMILIEKC 00CiIeJ0BaHUH, BKIIOYAIONIHUIA
OLIEHKY COCTOSIHUSI MEpPEeAHEro W 3aJHEero OTIENOoB Iuia3a, usmepenue BI'Jl, onpenenenue pedpakuuu u
3pUTENBHBIX GyHKUIHMII: BU30METPUS (A02.26.004), pedpakromeTpus (A03.26.008),
opranbmoronomerpusi  (A02.26.015), Ouomukpockornust riaza (A03.26.001), odTanbmockonus
(A02.26.003) /ouomukpockomnus rinasHoro gHa (A03.26.018), ynbTpasBykoBas OuOMeTpus Tiaza
(A04.26.004), ynbpTpa3ByKOBOEe uccieAoBaHue riazHoro sionoka (A04.26.002), kommbrOTEepHas
nepumetpus (cratuueckas A02.26.005, komnbrotepHas A03.26.020), npu HE0OXOAUMOCTH ONTHYECKOE
UCCIIEIOBAaHNE CETYAaTKH C MOMOUIbI0 KOMIblOTepHOro anHanmu3atopa (A03.26.019), onrtuyeckoe
UCCIIE/IOBAaHUE TOJIOBKU 3PUTEIBHOIO HEpBAa M CJIOS HEPBHBIX BOJIOKOH C IMOMOIIBIO KOMITBIOTEPHOTO
aHanuzaropa (A03.26.019.003), onrtuyeckas KorepeHTHas Tomorpadus, perucrpanus 3pUTENIbHbBIX
BBI3BaHHBIX MOTEHIIMAJIOB KOPbI rojoBHOro Mo3ra (A05.26.002) u snexrpoperuHorpadus (A05.26.001),
perucTpalmio KOMIUIEKCa PUTMHUYECKOH 3JIEKTPOPETHHOIPaMMbI  (pa3BEepHYTOE  HCCIIEI0BaHUE)
(A05.26.001.003). Crnenyer ydecTb, YTO KOHTAKTHBIE METOJBI HCCIEIOBAHUS OCYIIECTBUMBI HE BCEM
JETSM, YYUThIBas UX Bo3pacT. IIpm HaiIMumMy COYETaHHOM CUCTEMHOM MaTtojoruu et ¢ BA nosmkHBI
JIOJDKHBI HAXOJIUTHCSI HA IMCIIAHCEPHOM Ha0JII0JICHUH Bpavya-Teauarpa.

- PexkomeHayeTcss MEIMKO-TEHETMYECKOE KOHCYJIbTHUPOBAHUE CEMEH, OTATOLIEHHBIX Mo BA:
oOciieToBaHNE BCEX YICHOB CEMEH C y4yeTOM KIMHUYECKOTro MomuMopdu3Ma (HEHMOTHBIM MPOSIBICHUEM
KIIMHUYECKOTO TOPTPETa); MOJICKYJISIPHO-TEHETUYECKasi TUarHOCTHUKA WICHOB CeMel ¢ MUHUMAaJIbHBIMU
KIIMHUYECKUMH TIpU3HAKaMH 3a00JIeBaHUS, PacyeT TEHETUYECKOrOo PHUCKA, TJIAHHUPOBAHUE W BEACHHE
OEepEeMEHHOCTH COBMECTHO C BpauOM-T€HETHKOM [6, 44].

YposeHb yoeauteabHocTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
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6. OpraHmsauusa okasaHMA MegQULMHCKOWN NOMOoLUMn

- IIpn Hanuuuu y pebeHKa MOA03PEHUs Ha HAJIMYME aHOMAJIMK Pa3BUTHS MEPEIHEro OTpe3ka Iiasza
U AHUPUIUM WIM NOJATBEPKAEHHOro 1auarHoza BA ydacTkoBble Bpauu-IeAMaTpsl, Bpauu oOLIeH
IIPAKTUKU (CEMEUHHBbIE Bpauu) HANpPAaBIAIOT JETed Ha KOHCYNbTALMIO K Bpady-odranbmoiory. Bpau-
o(TanbMOJIOT  OIIEHWBACT COCTOSHHE TIJla3a, MPOBOIUT OOCIEIOBaHHME, BKIIOYAIONIEE METOJIbI
MHCTPYMEHTAJbHBIX MCCIEIOBAHUN [UId YTOYHEHHUs JuarHos3a. I[Ipm HeoOXOIMMOCTH NpOBEIEHUS
JUarHOCTMYECKUX TMpOLENyp C TNPUMEHEHUEM aHECTe3UM [JETH HaIlpaBJISIIOTCS B JIETCKOE
o(ranbMosIOrnYeckoe OTAEIEeHuE.

- Ilpy HanMuUMU MOKa3aHUM K XHUPYPrHYECKOMY JieueHUI0 y pebenka ¢ BA u ycTaHOBIECHHBIM
JMAarHO30M IJIAyKOMBI M/WJIM KaTapakTbl, JAHHOE JICYEHHUE OCYIIECTBIISIETCS B YCIOBMSX CTal[lOHapa B
JIETCKOM O TaJbMOJIOTHUECKOM oTneneHuu. [locne okazaHusi MEIUIMHCKONW TMOMOLIM pebeHOoK
HamnpaBisieTcss B JETCKUH OoQTanbMOJOrMyeckuii kaOuHer. B nanbHeiilieM OH HaxXOAMUTCS IOJ
JMCTIAHCEPHBIM HAOII0IEHUEM Bpada-o(TalIbMOJIOTa IETCKOT0 0(pTaabMOIOTHYECKOro KabuHeTa.

7. DononHutenbHasa MHcgopmauma (B TOM uvucne cdakTtopbl, BAUAKOLWME HA UCXon
3aboneBaHus NN COCTOAHUSA)

I'eHo-peHoTHIIMNUECKHME KOPPEISINT

AHaiu3 TeHO-(DEeHOTUIIMYECKUX KOppelsiuuil Mexay TumoMm Jedekrta jokyca reHa PAX6 u
MOPaXEHUEM Pa3IMYHbIX CTPYKTYp IJla3a MO3BOJIMJ BBISIBUTH OoJjiee MSATKUN (PEHOTUI y HALMEHTOB C
XPOMOCOMHBIMHU ~ AeTielUsAMHU  3'-IUC-peryasTopHol obmactu reHa PAX6, He 3arparuBaroliluMu
KOJIMPYIOIIYIO TIOCIE0BATEIBbHOCTh. Y TAIMEHTOB ¢ 3TUM TUNOM 11pl3 XpOMOCOMHBIX naenenui
JIOCTOBEPHO 4Yallle OTCYTCTBYET KepaTolaTHs, TWromiasus (oBea U HUCTarM. BBIABIEHO Takke, 4To y
nanueHToB ¢ aenenusiMu WAGR-o0nacTu mosoxeHue Jesieiud Ha XpOMOCOME BIIMSIET HA PUCK Pa3BUTHUS
HedpobaacTombl. ONyxojb pa3BUBACTCS JOCTOBEPHO IPHU BOBJIEUEHHOCTH B OOJIACTH JIEJIELUH JIOKycCa
rera LMO2 (11p13 OMIM*180385), koaupyromero cympeccop OMyXOJeBOTrO pocTa '"mpoTewH 2,
cogepxkaumii LIM-nomen". Takum obOpaszom, ecaun B pesynprare JHK-guarHocTukm y nanueHTa
BBISIBIICHA XPOMOCOMHAs Jenenust 3'-muc-perynsiTopHoil oomactu reHa PAX6, To mporHo3 TtedeHus
3aboseBaHuss Oojee ONAarompHsTHBIA, YTO, OJHAKO, HE OTMEHsET HEOOXOAMMOro AJs MOJAep KaHus
3peHusl y TakuX OOJBHBIX yXOJa U MOHUTOPUHIa. B 4acTHOCTH, pUCK pa3BUTHS INIAyKOMBI Y OOJIbHBIX C
aenenust 3'-1uc-peryasTOpHON 00JaCTH OCTaeTCsl TAKMM K€ BBICOKUM, KaK U Y OCTAJIbHBIX MAllMEHTOB C
BA [81].

[Tpu onpeneneHuu y manueHta ¢ aHupuaueil xpomocomHoi nenernun WAGR-ob6nactu, y Hero
pe3ko Bo3pacTaeT puck pasButus HeppobOmactombl 10 50-70%, ecnu ke BBIABICHHAS JEJICIIHS
3axBatbiBacT JoKyc reHa LMO2, stot puck nossimaercs 10 90%.

OTH CBEJEHUS MOTYT M JIOJDKHBI OBbIThb MCIOJNb30BaHbl BpauaMHU-T€HETHMKAaMH IPU MEIUKO-
TeHETUYECKOM KOHCYJIbTHpOBaHUU OosibHBIX ¢ BA u cmektpom WAGR. ADC — 310 OCloXHEHHE,
CHIDKAIOILlee 3pUTENIbHbIE (YHKIMM, onmucaHHoe Tojbko npu BA. IlpencraBnser co0oil ¢puOpo3HbIii
PYOLIOBBIH MpolecC HE BOCIAIUTEIBHOIO IT'eHe3a, aCCOLIMUPOBAHHBIN C Pa3BUTHEM T'MIIOTOHMM U (PpTH3HCa
rnasza [82], Bo3HMKaIOMINI TOCIe XUPYPTUUSCKUX BMeMaTeNnbCTB. it TOro 4ToObI M30eKaTh pa3BUTHE
A®C wiM MNO3IHUX OCJIOXKHEHUH, TaKUX KakK XPOHUYECKUH YBEHUT, JKEIATE€IbHO BBIIOIHSITH
MUHUMAaJIbHbIE XHPYPrHUECKHUE pa3pe3bl, NMPUMEHSATh AJIACTUYHbIE HEOKpPALICHHbIE WHTPAOKYISPHBIE
JIMH3bI U KCKITFOUUTh UMILIAHTAIUIO HCKYCCTBEHHBIX qradparM, MMUTHPYIOIINX PaayKHYIO TKaHb [82].

KpuTepumn oueHKu KauyecTBa MeAULIMHCKOM NMOMOLLM

Kpurepnii OreHKa BBITOJTHEHUS
(ma\uer)
Beinonnena BuzoMerpus na\ner
BrinosHena o taabMOTOHOMETPHS na\Her
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BeimonHeHa ynpTpa3ByKoBasi OMOMETpHs T1a3a na\Her
Brimonnena OMOMHUKPOCKONHS I1a3a na\uner
BeimosHeHa 0 TaabMOCKOIHS na\Her
Brinonnena keparonaxumerpus (A03.26.011) na\ner
BeimonHena ronnockonust na\Her
BeimonHena KoMIbrOTEpHAast/cTaTHYecKasi IEPUMETPHSI na\ner

BbInonHEHO  yNbTpa3ByKOBOE HCCIICAOBAaHHME TIJIA3HOTO  sI0JI0KAa IpH | Aa\HET
HEMPO3pavyHbIX Cpesiax
BrinosineHo Ha3HA4YEHUE MEIMKaMEHTO3HOM Tepanu | 1a\HeT
(orasbMoONIOTHUECKMMH TIpenapaTaMu McKyccTBeHHOU cie3bl (S01XA20)
wiu raa3Horo rens aekcnantenon (S01XA12)) npu vanmuuu AK w/wm uis
PO UIAKTUKA POTOBHYHBIX OCJIOKHEHUI.
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[Tpunoxenue Al
CocTtaB pabouen rpynnbl no pa3paboTke u nepecMoTpy KIIMHMYECKUX peKoMeHaauumn

1. Karapruna JlronMnna AHATONbEBHA — PYKOBOIMUTENb TPYIIbI, IJIABHBIA BHEIUTATHBIN
CHEHMAIUCT JeTCKU odTanbMonor MuHucTepcTBa 31paBooxpaHeHuss PO, 3amecturens aupexkTopa mo
Hay4yHoll pabore ®I'BY "HanumoHanbHbIi MEIUIIMHCKUN HCCIIEAOBATENbCKUIN LIEHTpP TJa3HbIX OoJie3Hei
uM [enpmronsia" MunsapaBa PO npodeccop, a.M.H., MockBa; wieH npe3uauyma OO1mepoccuiickoim
o01iecTBeHHON opranuzanuu "Accouuanus Bpadel-odranabmonoros”, wieH mnpesuauyma OOiecTBa
odranpMonioroB PoccuM, TJIaBHBI BHEIUTATHBIM CHENUANIUCT JAeTckuil odramsmomor M3 PO,
npejcenaTenab NpopuIbHON KOMUCCHH 1O JeTcKoi odransmonorun M3 P®D, 3amecturens npeacenaress
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neauatpuu u jaerckoil pesmartosorun ®I'AOVY "llepserii MI'MVY um. .M. Ceuenosa" MuHn3zapasa
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MunsapaBa Poccum, riaBHBIM BHEIITATHBIM JIETCKUM CHEIUATMCT MO MPOPUIAKTHUYECKOW MEIUIIMHE
Munsapasa Poccun, npeacenarens NITAG PO, Ilpesunent Coroza neguarpos Poccun, mact-npe3neHT
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"MHTK "Muxkpoxupyprus riaza" um. akang. C.H. ®Demoposa" Munsapaa P®, umen OOmectBa
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KoH(p kT HHTEpECcOB: OTCYTCTBYET

[Ipunoxenne A2
MeToponorus pa3paboTKu KNMHUYECKUX peKoMeHAaauumn

Mertonpl, UCIONB30BaHHbIE U cOOpa/CeNeKIUM JI0Ka3aTeNIbCTB: MOUCK B 3JIEKTPOHHBIX 0Oa3ax
JaHHBIX; aHAJIM3 COBPEMEHHBIX HAYYHBIX pa3paboToK 1o mpobieMe riaykomsl B Poccun u 3a pybexom,
0000111eHUE TPAKTUYECKOTO OIbITa POCCUHCKUX U MHOCTPAHHBIX KOJIJIET.

Hacrosiiue pekoMeHIanuu B INpeABapUTENbHON BEpPCUU OBLIM pPELEH3UPOBAHbl HE3aBUCHUMBIMU
JKCIIEPTaMH, KOTOPbIE MPOKOMMEHTUPOBAIN JOCTYIIHOCTh MHTEPIPETALMHU 0KA3aTENIbCTB, JICKALUX B
OCHOBE PEKOMEHIalUM, JUIsl MPAKTUYECKUX Bpadyel M MallUEeHTOB.

KomMmeHTapuu, NOJIy4YeHHBIE OT OHKCHEPTOB, TIIATEJBHO CHCTEMAaTU3HPOBAHBI M OOCYXKJIEHBI
npejcenareneM U WwieHaMu padoueit rpymnmbl. Kakaplii MyHKT 0OCYKJI€H U BHECEHBI COOTBETCTBYIOIINE
U3MEHEHUSAM PEKOMEHIAlUH.

B 1aHHBIX KIIMHHYECKUX PEKOMEHAALMAX BCE CBEJIECHUs PaHKUPOBAHBI 10 YPOBHIO JOCTOBEPHOCTH
(toxa3aTeTbHOCTH) B 3aBUCMOCTH OT KOJIMYECTBA M KauecTBa UCCIIEOBAaHHM 110 JaHHOM mpobiieme.

IleneBas ayauTOpUs JaHHBIX KIMHUYECKUX PEKOMEHIAIINN:

1. Bpaun-ogransmosnoru

2. Bpauu-neauarpsl

3. Bpauu oOieii npakTuku (ceMeiiHble Bpaun)

4. Bpaun-HeOHATOJIOTH

5. Bpaun-reneruku

6. CtynenTsl MenuuMHCKUX BY30B, oOpaMHATOpHI M aCIMPAHTHI.

Tabmuma 1. Ilkama oOIEHKH ypOBHEW JocTOBepHOCTH jokaszarenbctB (YJ[) mis meromos

JMArHOCTHKH (TMAarHOCTHYECKUX BMEIIATEIhCTB)
YA PacidpoBka

1 Cucremarnveckne 0030pbl HCCIIEOBAHUN C KOHTpOJIeM pe(epeHCHBIM METOIOM WIN
CUCTEeMAaTUYECKUH  0030p  PaHIOMH3UPOBAHHBIX  KIMHUYECKMX  HCCIEIOBAHUN  C
IpUMEHEHHEM MeTa-aHajn3a
2 OtaenpHble WCCIEAOBAHUS C KOHTpOJIeM pedEepeHCHBIM METOJIOM WU  OT/elbHbIS
pPaHIOMH3UPOBAHHBIE  KJIMHWYECKHE WCCICOBAHHMS W  CHCTEMAaTHYEeCKHe  0030pHI
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UCCIICIOBaHUM JII000r0 Ju3aiiHa, 3a HCKIYEHHUEM PaHAOMHU3UPOBAHHBIX KIMHMUYECKHX
UCCJIEIOBAHNM, C IPUMEHEHHEM METa-aHaIn3a

3 HccnenoBanust 0e3  IOCIENOBATENBHOTO  KOHTPOJISL  pePEpeHCHBIM  METOIOM WM
UCCIIEIOBaHMS C peepEeHCHBIM METOAOM, HE SBISIONUIMMCS HE3aBHCUMBIM OT MCCIIETYyEeMOTO
METOJA WIM HEPaHJAOMU3UPOBAHHBIE CPAaBHUTEIIBHBIE MWCCIECNOBAaHUA, B TOM YHUCIE
KOIOPTHBIE MCCIIEIOBAHNUS

4 HecpaBHuTeEnbHBIE HCCIIEN0BAHMNS], ONUCAHUE KIIMHUYECKOTO CiIydast

5 HwmeeTcst munib 000CHOBaHUE MEXAaHU3Ma AEUCTBUSI UM MHEHHE SKCIIEPTOB

Tabmuma 2. Illkama oleHkH YpoBHEH JTOCTOBEpHOCTH pokazatenbetB (YIJI) mns meromos
NpopUIAKTUKH, JeYeHHsT u peabunuranuu (TpoHUIaKTHYECKUX, JeUeOHBIX, pPEeaOUITUTAIIMOHHBIX
BMEIIATEIIHCTB)

Y Pacmmugposka
1 Cuctematnueckuit 0630p PKU ¢ npumeHenneM meTta-aHanmn3sa
2 Otnensubie PKU u  cuctemarmueckue 0030phI  HCCIENOBAaHUM JF0OOTO Au3aiiHa, 3a

HCKIIIOYCHHUECM PKH, C IPUMCHCHUECM MCTA-aHAJIU3a

3 HepaHI[OMI/IBI/IpOBaHHI)IG CPaBHHUTCJILHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC NCCIICAOBAHW A

4 HecpaBHUTENbHBIE HCCIICAOBAHUS, ONMMCAHUE KIMHUYECKOTO CIy4as WM CEpUH CIIyvacs,
MCCIIeI0BaHMS "CITydaii-KOHTPOJIb"

5 Wmeercss nuiib OOOCHOBaHME MEXaHW3Ma JICHCTBHSI BMEIIATENBCTBA (JIOKIMHUYCCKHE

I/ICCJIeIlOBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Tabmuna 3. Ilkama oneHkH ypoBHeW yOemautenbHOCTH pekoMeHmanwii (YYP) mns meromos
npodUIAKTUKY, IMArHOCTHKH, JIeUeHUs M peadbuiautauuu (nMpoduiaakTUYECKUX, IMAarHOCTHYECKHX,
Je4eOHBIX, peabMINTAIMOHHBIX BMEIIATEIbCTB)

YVYP Pacmmdposka

A CunbHasg pexkoMeHaalus (Bce paccMaTpuBaeMble KpUTEpUH 3(P(GEKTUBHOCTH (HMCXOIbI)
ABIIIOTCS BaXXHBIMM, BCE HCCIIEJJOBaHUS MMEIOT BBICOKOE WJIM YJOBJIETBOPUTEIHHOE
METO/I0JIOTUYECKOe KAauyeCTBO, HUX BBIBOJBl IO HWHTEPECYIOIIMM HCXOJaM SBISIOTCA
COTJIACOBaHHBIMH)

B VYcioBHast pekoMeHanus (He Bce paccMaTpuBaeMble KpUTEpUU 3PPEKTUBHOCTU (MCXObI)
ABJIAIOTCS Ba)XHBIMH, HE BCE HCCIIEJOBAaHMSI MMEIOT BBICOKOE WM YJOBJIETBOPUTEIHHOE
METO/I0JIOTUYECKOe KAueCTBO W/WJIM UX BBIBOJIBI [0 MHTEPECYIOUIUM HUCXOAAaM HE SIBISIOTCA
COTJIACOBaHHBIMH)

C CnabGast pexkomeHJanMs (OTCYTCTBHE JOKa3aTelIbCTB HAAJEXKAIIEro KadecTBa (Bce
paccmaTtpuBaeMble KpuTepud APQGEKTUBHOCTH (UCXOABI) SBISAIOTCS HEBAXXHBIMHU, BCE
UCCIICIOBAaHUST HMEIOT HH3KOE METOJ0JIOTUYECKOE KayecTBO M HX BBIBOJBI IO
MHTEPECYIOIIUM UCX0JIaM HE SIBJISIIOTCSI COTJIACOBAHHBIMHU )

NMopsapok oGHOBNEHUS KITMHUYECKUX peKkoMeHaauumn

MexaHu3M OOHOBJIEHUS KIMHMYECKUX PEKOMEHIAIMK TNpeayCcMaTpUBaeT HMX CHUCTEMAaTHUECKYIO
AKTyaJIn3allui0 — HEC PCXKE YEM OAHH pa3 B TPpHU roaa, a TakKKC IMpPU MOABJIICHUU HOBBIX JAHHBIX C IMO3UIUU
JI0Ka3aTelbHOM MEIMIIMHBI MO BOMPOCAM JHWATHOCTHUKH, JIEUCHHUs, NMPOPUIAKTHKH U pPeadMIUTALUU
KOHKpETHBIX 3a00JIeBaHMM, HATMYUU OOOCHOBAaHHBIX JOIMOJIHEHUI/3aMeUaHUil K paHee YTBEp>KIECHHBIM
KP, Ho He yaie | pa3a B 6 MecsLeB.
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[Tpunoxenue A3

CnpaBo4Hble MaTepuarnbl, BKI1lOYasAs COOTBETCTBMUE NOKAa3aHMM K MPUMEHEHUIo U
NPOTUBONOKa3aHUN, CNOCOGOB NPUMEHEHUS U A03 NIEKaPCTBEHHbIX NpenapaTos.,
WHCTPYKLUUM MO NPUMEHEeHUI0 NIeKapCTBEeHHOro npenapara

JlaHHble KJIMHUYECKHE PEKOMEHIAIIUU pa3pad0TaHbl C yYETOM CIEIYIOIINX JOKYMEHTOB:

1. "Tlopsimka oka3zaHUS MEIUITMHCKOW TTOMOIIIH JCTSAM MPH 3a00JICBaHUSIX T1a3a, €ro MPUIaTOYHOTO
amnmapara u opouTsl”, yTBepxkaeHHOro nmpukazoM M3 PO N 4421 ot 25.10.2012 1.

2. MexayHapoHas KinaccupuKays 00Je3Hel, TpaBM 1 COCTOSIHHUM, BIUSAIOUINX Ha 310poBbe, 10-T0
nepecmotpa (MKbB-10) (Bcemupnas opranuzarus 3apaBooxpaHeHus) 1994,

3. [Ipuka3z Munznpasa Poccuu ot 13.10.2017 N 804Hu (pen. ot 24.09.2020, ¢ uzm. ot 26.10.2022)
"OO0 yTBEPKJI€HUH HOMEHKJIATYPbl MEIUITMHCKUX yCIIyT".

4. ®epnepanpublii 3akoH "OO OCHOBaxX OXpaHBI 3/710pOBbs TpaxkaaH B Poccuiickoit denepanuu’ ot

21.11.2011 r. N 323 @3.

[Tpunoxenue A3.1

OnucaHne BO3MOXXHOI0 CUMNTOMOKOMIIIEKCA, UCMONb3yeMbIX JIe4EeHUs U
npucnoco6ieHnn Ana cnaboBmasaLwmx, nepeHeceHHbIX onepauumn

00D OO0OS | Cxemarnuecko | CxemaTu4eck
e oe
n300paxeHue | n300pakeHue
WIH WIn
KOMMEHTapUll | KOMMEHTapHu
oD 0S
OBUIME ACITEKThBI
Pa3mep riazHoro s6ioka
(1) Hopma
(2) mukpodransm/druznc
(3) Oydranem
Kocornasue
(1) mer

(2) 330Tponus

(3) ax30Tponus

I1TO3 BEK

(1) BeKko He 3aKpBIBAET LIEHTP POTOBHUIIBI

(2) 3aKkpbIBaET HEHTP POrOBUIIBI

(3) 3akppIBa€T POTOBHUITY IETHKOM

Masnudecranus nrosza

(1) BpoxK1€HHBIH

(2) mpuobpeTeHHbIN

Onucanue Ipyrou maToaorusi BEK

KOHBIOHKTHBA

(1) 6e3 maronoruu

(2) ectb mpu3Haku "cyxoro riaza"

(3) (2) + HebonBIIIOE BpacTaHUE COCYAOB B 30HY
nmba
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(4) (2) + 3HaumTeNBHOE BpacTaHUE COCYJIOB
COCY/IOB B 30HY JTMMOa

oD 0S Cxematnuecko | CxemaTnueck
e oe
Hn300pakeHHE | H300paXkeHne
WA WIH
KOMMEHTapUi | KOMMEHTapui
oD 0S
AHUPUNA-TIPUCYTCTBUE TKAHU PAJTY KK
(1) HeTnnnyHas Konoboma
(2) wenosiHas aHWpuaUs — OoOJbIIAas YacTh
pagyXKu BUIHA
00D OO0OS | Cxemarnuecko | CxemaTu4eck
e oe
n300paxeHue | n300pakeHue
WIH WIH
KOMMEHTapUll | KOMMEHTapHUu
oD 0S

(3) HenonHast aHUPUAMS — PalyKKU TOYTH HE
BUJIHO

(4) nonHast aHupUAUS

POTI'OBHMIIA — OBJIACTD JIMMBA

(1) mer mannyca B obmactu 1MMOa, po3padHast
poroBuiia

(2) xpyroBoii nmanHyc 0e3 Backyysgpuzauuu < 3
MM

(3) Backynsipu30BaHHBIN < 3 MM

(4) BacKyJIsIpU30BaHHBIN > 3 MM

POT'OBHIIA — JOITOJIHUTEJIBHO:

(1) nepudepuueckue  BacKyJasipU30BaHHbIE
HIpambl

(2) ueHTpasIbHBIE BAaCKYJISIPU30BaHHBIE HIPAMBI

3) (1) wmm (2) + o>OUTENUANbHAA
/PHOOTEINATIBHAS JEKOMIIEHCALNS

(4) (3) +ysenku 3anplMaHHa

(5) (3) + kanpuudukanys

POI'OBHUIIA — OIIEPAIINU

(1) 6e3 onepanuit

(2) 1 xeparomactuka (Kakasi CKBO3Hasl WU
MTOCIIOHAST)

(3) 2 u Gostee KepaTOIIIACTUKH

(4) kepaTonpoTe3UpOBaHUE

(5) npyrue oneparuu

XPYCTAJIUK

(1) HebombIIas (rma3zHoe

IPOCMaTPUBAETCS)

KaTapaKkTa JAHO

(2) 3HaunTenpHaAs Karapakra (TJa3Hoe THO He
IPOCMaTPUBAETCS)

(3) adaxus
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(4) aptudakus \

JIUCK 3PUTEJIBHOI'O HEPBA-BPOXJIEHHBIE U3MEHEHUW A

(1) nopmanwHubIit pazmep JI3H

(2) runomnasus JI3H

(3) aucrIacTUYHBIN JHCK

JUCK 3PUTEJIbBHOI'O HEPBA-HA MOMEHT OCMOTPA

(1) 6iienHO-pO30BHIN

(2) 6nennprit JI3H

(3) OnenHbIl AMCIIIACTUYHBINM, IJIAyKOMa HE
onieHuBaznach (J/]1)

(4) rmaykoMaTto3Has SKCKaBalus

cup-disc-ratio

MAKYVYJISIPHAS OBJIACTD

(1) ectp peduekc

(2) met pedurekca (rurornasus)

(2) npyras matosorusi ria3Horo JHa

oD

(ON)

CxemaTnuecko
e
n300paxeHue
WIH
KOMMEHTapHu

oD

CxemaTnueck
oe
U300paxeHue
WIn
KOMMEHTapun

0S

[MNI'MEHTALNA TIEPUGEPUN CETYATKHU

(1) HopmanpHas

(2) HebobIIIOC M3MEHECHUE

(3) ouenb OnemHast, aATLOMHOCTUYECKAS

JAPYT'AA TTATOJIOI'MA TIEPUDEPUN CETYHATKHA

(1) Mmuonmyeckue erenepanun

(2) npyras marosorus

I'NTAYKOMA

(1) rmaszHoe naBieHHE B HOpME

(2) rmaykoMa Ha epBOM roy

(3) rmaykoma 10 6 ner

(4) rmaykoma ot 7 1o 20 net

(5) rmaykoma nociie 20 net

BHYTPUI'JIASHOE JABJIEHUEHA MOMEHT OCMOTPA

(1) no 10mmHG

(2) 11-18mmHg

(3) 19-25mmHg

(4) 26-35mmHg

110JIA 3PEHUA

(1) He onleHMBANINCH

(2) B HOpME

(3) HebompITE U3MEHEHUS

(4) 3HAUMTETHLHBIE N3MEHECHHUS

(5) ocTaTKu CBETOBOCTIPUSITHS

I''TAYKOMA — KOHCEPBATUBHOE JIEUEHUE

(1) rma3uple Ky HE HYKHBI ‘
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(2) HeoOXoaMM OJTMH BUI KaIlellb \ \

I''TAYKOMA — OIIEPAIINN

(1) 6e3 onepanumii

(2) onepanust Obua, 6€3 OMUCAHUS

(3) xpuoTepanus MIHAPHOTO Tea

(3) mazeporepanus HHJIMAPHOTO TeJla

(5) curyCcTpabeKyIIKTOMUS

(6) TpabeKyI0TOMMSI FJIM TOHUOTOMUS

(7) nmnunantsl (Ahmed, Baervald, npyrue)

oD

0S

Cxematnueck | CxemaTuu

oc

U300pakeHHe | U300pake

HJIN

KOMMeHTapI/Iﬁ KOMMCHTAa

oD

€CKOC

HHUEC UIIN

puii OS

PEOPAKLIMA (AMOIIPTPUN)

(1) meT cBeneHuii, 6€3 OUKOB

(2) TUIIEPMETPOIIHS
(mronTpun)

(3) muonus (1uonTpuUN)

KOHTAKTHBIE JIMH3bI

(1) HuKOrJa HE HOCUI

(2) HOCHMIT TIPO3pAayHBIC JIUH3BI
Y TIPEKPATUIT

(3) wHocum  UBETHBIE W
MPEKPATHIT HOCHTh

(4) 0OBIYHO HOCHUT ITPO3PAYHbIE

(5) 0OBIYHO HOCHT IIBETHBIE

OCTPOTA 3PEHUA

(1) HE BoCIpUHHUMAET CBET

(2) cnabo BocmpuHUMaeT, 0e3
HanpaBJeHUs

(3) mpaBubHAS CBETOMPOCKITUS

(1) BocmpuMHHMMaeT JBUKEHHE
pyKH

(5) octpora 3penust 0.01-0,02

(6) octpora 3penus 0.03-0,1

(7) octpota 3penus 0.15-0,3

(8) octpora 3penus 0.3 wu
0o0J1bI1Ie

HUCTAI'M

(1) mer

(2) ectb

NCIIOJIB3OBAHUE ITPMBOPOB JUIA CJIABOBUAAIINX

(1) 6e3 mpubopor

(2) kpynHble MIPUPTHI

(3) onTHYecKre UHCTPYMEHTHI

(4) PneKTpOHHBIE UHCTPYMEHTHI

(5) monp3yercs mpuboOpoM st
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YTCHHSI
(6) ucionp3yer Braille
Baiu ocoOble 3ameTku (B cBOOOIHOM hopme)

Pexomengammu (OD)
Pexomenparuu (OS)

[Tpunoxxenne b
Anroputmbl fencTBUM Bpaya

CXEMA KOMIMIEKCHOR MEXIUCLMINAMHAPHOR JMATHOCTUKM U NPOTHO3A ®OPM BPOMJEHHOM
AHUPUOMN

MBUPLHT C BPIMADHIIIM

v

[ Noarcrrnrea (D ADHNIA MOmDIACrws2a) |, B, I ypoow.

Ko iy A 13,000 85048 BPrIAnmance s, Negmarpa (bawece w
VYR RS 10 o DBCASASSINAN. MPEARIDWTEALM MG AN 1]

L

[ KOrtl pantangs s 0S0wd 118800 MO0 M, I0 0000w w0 O 4, yRON0a,

sors w ap. (e - Ty ™
ARSIMOULEING |

A L3 ), S, |

LU ADL AL

(i
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MoaTeepxpaarowan
aHMpuaun

MOJEeKynsaApHoO-reHeTn4deckas

AWarHOCTUKa

BPOXOEHHOW

O6pazen g noareepsaaenna JIHK-mrarnocrimkn

.

I [Nonck KpynHBIX aeielnii periiona 11pl3, sxmogalomero rensl PAXG n WT1 metronom MLPA

IMoarsepxkaenne aenemm s
merozom FISH y namenra | € W77
H TIOXTBEPAICHIE
reHeTHYEeCKOro CTaTyca
JelTelnH Y poaureneii
+

Ipeanonaraemslii Jnarnos
WAGR-cunnapoMma

_*
HaGmonenne y
Bpaya-oHKOMIOra

ACMG

[MoaTBepx/AEHIE reHETHIECKOTO
cTaTyca MyTaIlii y pojuiTesneii,
QHAII? MATOTCHHOCTH MYTalli B
COOTBETCTBHH C KPHTEPHAMI

Kpynanie generu pernona 11pl3

eCcTh

HET

CexBeHHpOBaHHE IKI0HOB
5,6,7,8,9 rena PAX6
)
Massle BHYTpHI'CHHEIE

IToaTBepRaeHne Aememis y
nauHeHTa aHATHIOM NOTEPH
reTepo3HIOTHOCTH
ClLIEIUICHHBIX MAPKCPOB i
NOATBEPXICHIIE CTATYCA
Jenelny y poanTeneii

eCTh

MyTamH resa PAX 6

Het

CexBeHlpoBaHHe 3K30HOB
1,2,3,4,10,11,12,13 rena PAX6

eCTh

| 2.
Manbie BHYTPHI¢HHEBIE

'

[Moareepxaenne JHarosa

MyTainnH refa PAX 6
HET

IMoarsepxkaenne
reHeTHYeCKOro CTaTyca
MYTAIMH Y pojuTereii,

aHAIN3 [MATOrCHHOCTH
MYTAIH B COOTBETCTBHM C

kputepuaym ACMG

BPOXKICHHAA AHHPILIHA

Habmonenne y Bpava-

odransmonora u Bpaya-reHeTHKA

*—| BpoXIeHHAR AHHPHJTIA

IToxreepxaeHns JHarHo3a

YnydweHHas BépcTka: [leTckas yponorus B Omcke http://disuria.ru
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Anroputm gencTBuMmn Bpada-odranbmonora npu BA

[Mpogomsenme
AHATHOCTHIEACKOTO
MoOHCKA B paMEax

APYTHX BOGMOAEHEI

mx BET

TMawment ¢ mogozpernen va BA

.

Jmarnoctira (IHENTACKAT B

MOTEEYTAPHO-TeHETHISCKAN)

JMuaruoz
noJTECpEas
H

F

Hupyprudecsos TedeHe

KHpYDPTHEESCEDS TeYeHHE KaTAPaKTRI

oo

EP108

Keparotpodemeckan

MegnramenToaHas koppesna BI D

TEPATH

Peabmmramms

w

Jucnancepaos
HAOTHOJEHHE

F

Baxkno 1u1st Bcex BO3pacTHBIX TPyMIL:
1. Eciiu mutanupyetcst oneparus:

UHdopmaumnsa ana naumeHTa

IIpunoxxenue B

- Bl 1momxHEI OBITh YBCPCHBI, YTO IIOHUMACTC BCC HIOAHCLI, KOTOPLIC o0bsicunn Bam Bamn

o TaTBMOJIOT;

- HE CTEeCHSIUTECH 3a4aBaTh BOIIPOCHI;

- HE CTECHSNUTECh MPOKOHCYIBTUPOBATHCS Y APYroro CHenuanaucTa st Toro, YTo0bl UMETh BTOPOE

YnyJweHHas BépcTka: [leTckasa yponornsa B Omcke http://disuria.ru
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MHEHHUE;

- NPOKOHCYJIbTHUPYWTECh B CBOEW OOILECTBEHHON OpraHu3alMM IO MOAJEP/KKE IAlUEHTOB C
AHUPpUIUCH.

JlonosHUTEIbHBIE BEIM, KOTOPBIE IIOMOTAIOT KUTh C AaHUPUIUEH:

0-2 romga

- OyabTe B KOHTAKT€ C Ballleil HalMOHAJBbHOW OpraHM3alMedl 1o NOJAEpKKE IalHUEHTOB C
aHUPUJIUECH,

- JIEJIUTECh OMNBITOM W 3HAHUAMHU C JIPYTUMH POJHUTEISIMH M Y4YUTECh Yy poauTenei ¢ Ooiee
CTapUIMMH JE€TbMHU

- Y3HaWTe 0 IpaBuiIax MOAA4Yy JOKYMEHTOB Ha IOJy4CHUE HHBAIMIHOCTU U II01aBANTE HX.

2-8 aer

- HAYHUTE KOHTAKTUPOBATh C CEMbSIMHU C 00Jiee MAJIEHBKUMU JIETBMU C aHUPHUAUEH, 9TOOBI TOMOYb
UM aJJallTUPOBATHCS U JaTh COBETHI, KOTOPBIE BbI MTOJYUYHIIU, KOT'/Ia Balll peOCHOK ObUT MIIafle

8-18 et

- MOJIOJble JIIOJM C aHUPHJUEH MOryT HayaTh y4yacTBOBaThb B KOH(EPEHUMSIX MO0 aHUPUIUH U
Pa3IMYHbIX BCTpeUax, YTOOBI y3HATh MOJIOJEXKD C TAKUM )K€ JUArHO30M M Ha4aTh 0OLIAThCS

- IONPOOOBATh 3aHUMATHCS CIIOPTOM C JIPYTHMHU JIFOJIbMHU CO CHUKEHHBIM 3pEHUEM.

B3pOCJIbIe

- CTaHbTE AKTUBHBIMU WICHAMH Balleil HAIMOHAIBHOW OpraHM3alUd MO MOIJCPKKE OONBHBIX
aHUPUJUEN,

- JICJINTECh CBOMM OIIBITOM C JIPYTMMHM JIHOJbMH, OOJIbHBIMM aHUPHAWEH, 10 IOBOJY JIEUEHUS,
HarJsIHBIX TOCOOMI U T.1.

- U3y4YalTe U CIEAYUTE MOCIEAHUM HAYYHBIM JTOCTHKECHUSIM.

[Tn1aHOBBIE OCMOTPBI U BBIBICHUE OCJIOXKHEHUM — OCHOBHAS 11€JIb MEAULIUHCKOIO CONPOBOXKACHUS
BPOXIECHHOW aHUPHUINHU
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[Tpunoxenue I'l-I'N

LUkanb! oueHKu, BONPOCHUKAN N Aapyrume ougeHo4YHbleé MHCTPYMEHTbl COCTOAHUA NaluneHTa,
npuBeaeHHble B KIMMMHNYECKUX pekoMeHaauunsax

OTCyTCTBYIOT

Hogele, uznannsie B 2020-2025 rr. u opunuanbHo yTBepkIEHHBIE Mun3apasom PO,
KIIMHUYCCKUC PCKOMCH AN (pYKOBOI[CTBa, IIPOTOKOJIbI J'Ie‘{eHI/Iﬂ) — Ha HAIIIEM CaiiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To JaHHBIN TOKYMEHT ObLI paHee pacrieyaTaH, JaHHOe n3oopakenne QR-koma
MIOMOJKET BaM OBICTPO MEPEHTH MO CChUTKE ¢ OYMa)KHOM KOMUHU — B HEM HAXOJUTCS 3Ta CChUIKA.
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