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3/]1 — COOTHOIIEHHE YKCKABAIMH K IUCKY 3PUTEIBHOTO HEpBa



TepMuHBI U onIpeaeICHUS

Bpoxnennass anupuaus (BA) — BpoXI€HHBIN MTOPOK Pa3BUTHS IM1a3a, XapaKTEPU3YIOIIMNICS MMOJTHOU

WM YaCTUYHOM runoIia3uen PanyXKn U MaTOJIOTUUICCKUMH U3MCHCHUAMMA BCCX CTPYKTYP IJIa3a.

lunmonnasuss ¢oBea u jaucka 3pureabHoro Hepa (JA3H) — orcyrcTBHe npaBUIBHO
chopmupoBaHHO cetuaTku B 30He Qoea u JI3H (Hemopa3BUTHE HaHHBIX CTPYKTYD),
XapaKTepU3yeTCsl OTCYTCTBUEM (POBEATbHOU JIETIPECCUU MAKYISIPHOTO KOHTYpa M YMEHBIICHUEM
pasmepos /[3H.

TI'onnoaucrenes — BpoxaeHHble aHOManuu yria nepeaneil kamepsl (YIIK) u npenakHoit cuctemsl

I71a3a, BO3HUKAIOIIME B PE3YJIBTATE 3a/ICP)KKHU B Pa3BUTUHU U AU PEepeHITHAIINN dITUX CTPYKTYP.

AHMPUIUITHAS KepaTonaTusl — CBOCOOpa3HOE HapyIICHHE MPO3PAaYHOCTH POTOBUIIBI, BO3HUKAIOIIEE
Ha (oHe mepBUYHON HemocTaToyHOCTH JUMOanbHbIX CcTBOJOBBIX KieTok (HJICK) m mocrtenmenHo
mporpeccupyroiiee OT nepudepur K IEHTPY POTOBUIIBI B BHUJE BaCKYISIPU3MPOBAHHOTO MaHHYcCa

(Hapy1IeHHe pa3BUTHSI U pEreHepallii HOPMaJbHOM POTOBUIBI).

AHupuauiiHblid (GuOpo3HbId cUHAPOM (ADPC) — 3TO OCIOKHEHWE, CHUKAKOIIEE 3PUTEIbHBIC
¢byHkmu U onucanHoe Toibko mpu BA. IlpencraBnser coboit ¢uOpo3HBI pyOIIOBBIM MpoIecC HE
BOCIAJIMTEIBHOTO T'€HE3a, AaCCOIMUPOBAaHHBIN C pa3BUTHEM T'MIOTOHMM U ¢Tu3uca maza [40] u

BO3HUKAIOIINHI IIOCIIE XUPYPTUUECKUX BMEILIATEIILCTB.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Bpoxnennas anupunus (OMIM #106210) — penxuit HacIeACTBEHHBIM BPOKICHHBIN MOPOK Pa3BUTHUS
J1a3a, XApPaKTEPUYIOMIMUCS TOJHOW WA YaCTUYHOM THUIMOIUIA3UEN PaIy KA M MATOJIOTMYE€CKUMU
M3MEHEHUSIMH BCEX CTPYKTYp Ti1a3a. 3a00JieBaHHE HACJIEAyeTCs IO ayTOCOMHO-TOMHUHAHTHOMY THITY C

MOJTHOM NIEHETPAHTHOCTHIO U BAPBbUPYIOIIEN SKCIIPECCUBHOCTHIO [ 1, 2, 3].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

B ocHoBe stnonorun BA, kak caMOCTOSITETbHOW HO30JO0TMYECKOM €IMHUIIbI, JEXKaT MyTallud reHa
PAX6 B 90 % ciayuyae (OMIM *607108), B TOM uncie XpoMOCOMHBIE TiepecTpoiiku pernona 11pl3 ¢
BOBJICUCHHEM JIoKyca PAX6 wiu B 5 % yoaneHHOM yuc-peryiasiTOpHOM 00JacTH, KOHTPOJIHUPYIOLIEH
skcripeccuto reHa PAX6 [1]. B 5 % d¢opmupoBanne BA accoummpoBaHO ¢ MyTanusiMd T'€HOB
PITX2(OMIM *601542), FOXCI (OMIM *601090), FOXE3 (OMIM* 601094), CYPIBI (OMIM*
601771), PITX3 (OMIM* 602669), FOXE3 (OMIM* 601094), FOXCI (OMIM* 601090), PXDN
(OMIM* 605158)) [2,4]. [TaTtorene3s BA, knmuHu4YecKkre MPOSBICHUS, CTCTICHh MTOPAKEHUS Pa3INIHBIX
CTPYKTYp IJ1a3a OOYyCJIOBJIEHbl T€HETHUYECKOW T'€TepOTr€HHOCTBHIO, MPUYEM KakK JIOKYCHOM (MyTauuu
pa3NUYHBIX TEHOB), TaK W aJuleNbHON (Tum MyTauuii). bonbmioe 3HadeHwe B (GOpPMUPOBAHUU
KJIMHUYECKOM KapTUHBI UTPaeT TeHETHYeCKUH (POH, T.€. COBOKYNMHOCTh M COYETAHHE T€HETUYECKHX

BApHUAHTOB, KOTOPLBIC ITPUBOAAT K CHMIKCHUTIO aJ[aIITAIITUN [5]

B macrosmmit MomMeHT HeT eamHOM kiaccudukarmuu BA. Yapumne A. B 1996 1. mpemmoxuia
knaccupunupoBatb BA ¢ TOYKM 3peHHUs AITHOMATOTEHE3a W KJIMHHYECKoro moptpera. CoracHo
naHHoM kimaccupukanmu BA  OTHOCWUTCA K  Trpynmne Me3eHXMMalbHBIX —JUCTEHE30B  Ivia3a
(benotunmueckas cepust OMIM#107250) [6]. B nanpHelieM, mociie OTKPBITHS T€HOB, YIaCTBYIOITHUX
B JTHOIATOTEHE3€ IUCTEHE30B MEpPEAHEero OTpe3ka Ima3a, B JAaHHOW KiIacCH(PUKAIWW BHIACTUIN 8
KJIMHUKO-T€HETUYECKUX THUIIOB, AaCCOIMUPOBAHHBIX C MYTAIUSIMU B pa3iau4HbiXx reHax (PITX3
(OMIM* 602669), FOXE3 (OMIM* 601094), FOXC1 (OMIM* 601090), PITX2 (OMIM* 601542),
CYPIBI (OMIM* 601771), PXDN (OMIM* 605158) [7,8]. Kpome TOro, K 3TO¥ TrpyIme MOXHO
OTHECTH U JPYTUe€ COCTOSIHUS, BHI3bIBAEMbIE MYTAIIUSIMU B T€X K€ T€HAX: AHOMAJIUU TPYIIIbI CUHIpOMaA
Axkcendenbna — Purepa (OMIM #602482), upunoronnoaucrenesst I, I tuma (OMIM #601631 u
OMIM #137600), anomanus [lerepca (OMIM #604229) [9].

Hcxons w3 sTmomnaroreHesa, KIMHUYECKOW KapTUHBI BA, yCTaHOBJIEHHS MEPBUYHOM MOJIEKYISPHOU
MPUPOJLI U JUTEPATYPHBIX JAHHBIX B HACTOSIIIMM MOMEHT I€JIeCO00pa3HO CHCTEMaTU3UPOBATh

paccMaTpUBaCMYI0 aHOMAJIHIO CIICAYIONTIM 00pa3oM.

1. M3onupoBaHHasi BpoXACHHAsT aHUPUAUS (MM HECUHApPOMAJIbHAsI BpOXkAeHHAst aHupuaus). B 75%
BA cnyuaeB pa3BuBaeTCsl Kak M30JIMPOBaHHAs IVa3Has aHOMAJMs C BOBJIICYCHHEM B MATOJIOTUYECKUIMA
MpoIIeCC TONBKO 3PUTETBHOTO aHaiu3aropa 0e3 M3MEHEHWW B Jpyrux cucremax opranoB [10].
Cornacno ©0aze pannbix OMIM  Boegenstor Tpu  ¢opmer: ANI  (OMIM  #106210), AN2
(OMIM #617141) u AN3 (OMIM #617142). OHu accoruupoBaHbl COOTBETCTBEHHO C TeHamu PAX0,
ELP4 (OMIM* 606985) [11] u TRIM44 (OMIM* 612298). Onnako, enMHCTBEHHOU pu4InHON BA m0-
NPEXHEMY CUUTACTCS CHIDKEHUE WU u3MeHeHune GyHkiuu rena PAX6. B nannyio rpynmny nomumo BA
BKJIIOYEHBl aHOMAJUU TPynmnbl O(TAIbMOJIOTMYECKUX CHUHAPOMOB: AkceHdenbaa — Purepa
(OMIM #602482), upunoronnogucrenessl 1, 11 Tuma (OMIM #601631 u OMIM #137600), anomanmst
[Terepca (OMIM #604229) u HekoTopskie apyrue [9].

2. AHupuansd, BXOIAIIasg B CUMIOTOMOKOMIUIEKC HACJIEICTBEHHOro cuHapoma. B 25% cinyuaes BA
) y

ABJIACTCA CHMIITOMOM HaCHeI[CTBeHHOﬁ CHHHpOMaHBHOﬁ MaToJIOrur, IIpu KOTOpOfI nopaxaroTcia B



COOTBETCTBHM C SMOPHOTEHE30M HEBPOJOTHYECKas, DHIOKPUHHAS, OTIOPHO-JBUTATENIbHASI U JAPYyTHE
CUCTEMBl B COUETAHUU JAPYyTr C JAPYrOM WU MO OTAeNbHOCTH. HacnencTBeHHbIE CUHAPOMBI C
MOJIMOPTAHHBIM MOPAXKEHUEM U BPOXKICHHBIMU aHOMAJIMAMHU PAIY’KKHU BCTPEUArOTCsl pUMepHO B 12 %
ciyyaeB. JlanHas rpynma 3a0oieBaHUN acCOMMpPOBAaHA C MYTAMSIMH U XPOMOCOMHBIMH
nepecTpOKaMHM, BOBJIEKAIOIIUMHU Kak JOKyc reHa PAX6 [12, 13], tak u B gpyrux resax (no 5 %) [2, 4,
14, 15]. OCHOBHBIM CHUHAPOMOM JAHHOW TPYMIbI, COCTABISIOUIUM 0OJiee MOJOBUHBI BCEX CIIy4aeB
cunapomMasibHoi BA m 2,5-13 % Bcex ciiyyaeB H30JMPOBAHHOW aHOMAJWU PATYKKU SBISIETCS
cuigpom WAGR (OMIM #194072), KOTOpbIA XapakTEpPU3YETCS YEThIPbMS KIMHHUYECKUMU
npu3sHakamu: onyxonbto Buiabmca (W), BpoxaeHHo —aHupuaued (A), ypOT€HUTaIbHBIMU
HapymeHusiMu (G) u 3azmepxkkoi ncuxomoropHoro passutus (R). Otuomornro WAGR cunapoma
CBA3BIBAIOT C JCJCHUSAMH PA3HOU MPOTSHKEHHOCTH TEJIOMEPHOM YacTH XPOMOCOMHOro peruona 11pl3
(hgl19: chrl1:31,000,001—36,400,000), 3axBarbIBaromieli OMHOBpEMEHHO TeHbl PAX6 wu WTI,
uaeHTupuuupyemoii B tureparype kak WAGR-obnacts [1, 12, 16].

Kpome WAGR cunapoma BpoxaeHHas aHOMAJIUS paly’>KKU OINKCcaHa B cocTaBe CUHIpoma [ mmiecnu
(OMIM #206700), KOTOpBI XapaKTepU3yeTcss YaCTUYHOM TUIOIIIa3ueil pagy KU, OTCTaBaHUEM B
YMCTBEHHOM DPa3BUTHUH, MO3KEYKOBOM aTaKCUEW W TUIOIUIA3MEl MO3KedKa. TOJBKO B TpeX Cilydasx
BBISBIICHa accormanus ¢ jJokycoMm 11pl3 [17,18]. B 2016 rogy oOHapykeHa TeHeTHYECKas MPUINHA
ayTOCOMHO-IOMHUHAHTHOTO cuHapoMa ['mmtecnn — ren /TPR1 (OMIM *147265) [19, 20].

BA B xoMOMHanMu C WM3BECTHBIMHM Ha HACTOSILMNA MOMEHT CHHAPOMaMU M B COCTAaBE HEKOTOPBIX
MHOKECTBEHHBIX TIOPOKOB Pa3BUTHS ONKCAaHA B €AMHUYHBIX CIydasx IpU MyTauusax B reHax FAM111A
(OMIM *615292), PORCN (OMIM *300651), BBSI (OMIM *209901) [21], nmpu XpOMOCOMHBIX

cunapomax 22qll [22] u konbueBoit xpoMocomsl 6 [23, 24, 25].

B 3aBepuieHun pasaena Xoreiaoch Obl OTMETHTb, YTO MPOrpecc 3HAHUI B MOJEKYJISPHON OMOJIOTHH
3HAQUUTEIbHO M3MEHWJI NEPBUYHOE BOCIPUATHE B OTHOIATOTCHE3€, KIMHUYECKOM KapTHUHE U
BO3MOXKHOCTAIX JICUEOHBIX M peaOUIUTAMOHHBIX MepOonpuaTUid. JJaHHbII mpoliecc TOIbKO Habupaer
000pOTHI U MpEANoaracT BO3MOXKHOCTh JaTbHEUIINX paciIupoBOK JEHCTBUS T€HOB WX BIUSHUS Ha

MNaTOreHETNYCCKUEC MCXaHU3MBI.



1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

CornacHo 0a3e AaHHBIX PEAKUX M OpQpaHHBIX 3a00JIEBaHUN PACHPOCTPAHEHHOCTh HM30JIMPOBAHHOU
BpoxkaeHHou anupuanu (ORPHA:250923) coctasaser 1-9:100000 [26].

[To nureparypHbiM aaHHBIM YacTtoTa BcTpedaemoctn BA Bapsupyer ot 1:50000 mo 1:100000
HOBOPOXKJEHHBIX [27-29]. CoOTHOILIEHHWE CEMEHWHBIX W EIUHUYHBIX (CHOpPAAMYECKUX) CIy4yacB

OTJIMYAETCS MO0 JJAHHBIM pa3HbIX aBTOpoB: oT 2:1 [2, 14, 30] no 1:2 [4, 31].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (TPyNnbI 3200J1eBAHUN UJIU COCTOSHUN) 1O
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Bpoxnennbsie aHoMauu (MMOPOKK pa3BUTHs) IEpeAHEro cermenTa masa (Q13)

Q13.1 — OTcyTcTBUE payKKH.



1.5 Knaccudukanust 3a001eBaHusI MM COCTOSTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

(knmunuka BA; xaunuyeckue xoppenayuu ¢ munamu mymayui PAX6; kaunmuka 2naykomel npu BA;

KAuHuka kamapaxmol npu BA; knunuxka eunonnasuu gosea u J{3H npu BA)



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

XKanoOpl manMeHT U POAUTENN NPEAbIBISIOT penko. B 0CHOBHOM mpu (hU3MKaIbHOM OOCJEeI0BaHUU
CHMITOMBI BBISIBISIFOTCA Ieauarpamu. [Ipu He3HAUNTENBHOM BOBJICYEHNH B MTATOJIOTUUYECKUM MPOLIECC
pagyxHOW 000M0YKH, 3a00NeBaHWE JTUATHOCTUPYETCS TPH IIJJAHOBOM CKPUHUHTE Bpaua-
odpranbmornora. O0beM aedexra pagykKHOM OOOJIOUKM BapbUPYET OT €€ MOJIHOIO OTCYTCTBHS IO
He3HauuTeNbHOU runormiazuu. [Ipu cmaboil cTeneHu BBIPAXKEHHOCTH pa3Mep 3padyka MOXKET ObITh
HOPMaJIbHBIM, OJHAKO, MOTYT HAaOMIONAaThCd HM3MEHEHHE CTPYKTYpPHl paayKHOHW OO0OJOYKH TpU
IPOBEJEHUU TOHHOCKOnuU (cMm. pasaen 2.3). Jlpyrue u3MEHEHMsI padyX KU XapaKTepU3yHTCs
YaCTUYHBIMU Je(eKTaMu B BUJAE aTUNMHMYHON KOJOOOMBI, SKCLIEHTPUYHOTO 3payka, MOJUKOPUM HIIU

JKTPOMMOHA PALyKKH.

[TaHOKYNSIpHBIA XapaKTep MOBPEKICHUNH NMOMHMO Je(deKTa pagy’KHOM OOOJOYKH XapaKTepusyeTcs

KepaTonaruei, riaykoMou, KarapakTou, runorutazueit ¢posea u J[3H, MukpodTasbMomM 1 MUKpPOKOpHEa

[5].
Hsmenenus poeosuywl npu BA

Anupuoutinas repamonamusi (AK) sBIgeTcs ogHMM W3 HamOOJee dYacThIX OCJIOKHECHHH BA,
NPUBOAIINX K 3HAYUTEIHLHOMY CHIDKEHHUIO 3pUTENBHBIX QYyHKUUN U nuckomdopty. B GonbmmHcTBE
UCCJIeIOBaHUN YacToTa OOHApY>KEHHUS BUIUMBIX H3MEHEHUM poroBullbl cocrtasisier 80-90%. B

JETCKOM Bo3pacTte B 85% ciiyyaeB mpeBaIMpyIOT HadasibHbIe cTaanu AK [32].

[Ipuunny Bo3uukHOBeHUs AK cBsaspiBator ¢ HJICK [10] wu anbrepammeit auMOaibHOTO
MHKPOOKDPYKEHUSI BCIEACTBHE MyTaluu B reHe PAX6 [33]. Memnennoe mnporpeccupoBanne AK
CONIPOBOXKIACTCSA LHEHTPOCTPEMUTEIIBHBIM HapacTaHHEM KOHBIOHKTUBAJIBHOTO MaHHYyCa,
HEOBACKYJIsIpU3aluei, nosiBjieHueM (GUOPO3HBIX YUACTKOB, 3aXBATHIBAIOIINX AITUTEIUN POTOBUIIBI U €€
MEPEIHIOI CTpOMy. YcTaHoBieHO, 4yTo mporecc AK pa3BuBaeTcss mocraguiiHO C TOCTENEHHBIM

MIPOABMKEHUEM OT IEPUPEPUH POTOBUIIBI K IICHTPY.

N3menenuss porosuuibl npu AK 3axBarblBatOT HE TOJIBKO €€ JIUTENHaIbHbIe CcIou. OTMEUeHO
aHOMAaJIbHOE pa3BUTHE Oa3zanbHON MeMOpaHbl HNUTENHUS W OOyMEHOBOM MeMOpaHbl, a TakKke
yBEJIMUEHUE TOJIIUHBI cTpoMbl poroBuilsl [31, 34-36, 37, 38]. B 1o xe Bpems mopdonorudeckue

U3MEHEHUS HE 3aTparuBaroT JeCleMETOBY MeMOpaHy U S3HAOTEIUOIUTHI [39].

Hszmenenus paoysicku npu BA:

- TIOJIHASl aHUPUAUS — TOHUOCKOTIMYECKH BCETIA OMPENEIISIIOTCS PYAUMEHTBI Paly’KHOW TKaHU;
- YaCTUYHAsI aHUPU]IUS;

- aTUIMYHAS KOJI0OoMa;

- DKTPOIMOH COCYIUCTON TKAHM.



VY 50-85% naunentoB ¢ BA pa3BuBaroTcs IOMYTHEHMSI B XPYCTAJIMKE.
Knunuka kamapaxkmul npu BA:

B nerckom BO3paCTC KaTapaKTaJIbHBIC IIOMYTHCHUS NPECUMYIICCTBCHHO IIPCACTABIICHBI BPOKACHHBIMHA

IIOMYTHEHUSIMH, KOTOpPBIE COCTaBIAIOT 44-67% ciydaes [29, 32].

- BpoxaeHHas karapakta (BK) Hanbonee yacto BcTpeuaeTcs B BHUJIE MEPEAHEH U 3aJHEH TMOISPHBIX

KaTapakT 0e3 MpHU3HaKoB MporpeccupoBanus [32];

- HOABBIBUX XPYCTAaJIHKa, SIBJ'ISIIOIJ_[I/II\/’ICSI MMPOABIICHUCM HeI[OCTaTO‘IHOﬁ CTa0MIBHOCTH CBS30YHOIO

arrapara.

B 3aBucmmocTu ot Tsbkectn BA u cocTosiHUS OHUHHOBBIX CBA30K MOXKET OBITH ANArHoCTUupOBaH

MOJIBBIBUX XPYyCTAJIUKA, XapaKTepHA €ro IKTOMUS B BEPXHIOIO TIOJIOBUHY.
Knunuka enayxomol npu BA:

Haubonee vacteiM comyTCTByIOIIUM MposBieHUeM BA sBisercs miaykoma, MaHudectupymoomas B
OOJBIIMHCTBE CIIy4aeB B JETCKOM U MOAPOCTKOBOM Bo3pacte [24, 32, 40]. Perenuuss BIK npu
Pa3BUTHH IJ1ayKOMATO3HOTO mpolecca npu BA BbI3BaHa HaIMUUeM Pa3IMUHBIX (OPM TOHHOAKMCTEHE3a
B ToM umciie 3akpbiTeM YIIK BcieacTBHE HpUI0O-KOPHEATBHOIO CpPALIEHHUs, a TaKXKe TPAKIHMOHHBIM
HaTSDKEHWEM  OCTarkOB PYAMMEHTApHOM paayXKHOW TKaHM Haja TpaOeKylIspHOM CeTbio, U
ne(eKTUBHOCTBIO camoil TpadeKkysipHOU ceTu. [oHMockonuueckas KapTUHA JIEMOHCTPUPYET HaJTU4Ke

TOHKHX MEPEMBIYEK, COKPAILIEHUE KOTOPBIX MPUBOJIUT K 3aKpbITHIO YIIK.
Knunuxa cunonnasuu gposea u J{3H npu BA:

Jlns nereit ¢ BA xapakrepHa pasziuyHas CTEIeHb ()OBEATBHOW THUITOIIA3UH, YTO SBISICTCS MPUUUHON
HUCTarMa BCJIEJACTBUE CEHCOPHOW HEAOCTATOYHOCTU M BPOKIEHHOTO CHUXEHUS OocTpoThl 3peHus (0,1
¢ Koppekiueil). Yactora mposiBieHui rumnoruiasuu gosea y mauueHTtoB ¢ BA konebnercs ot 50 no
84%. BA B 1/3 caydaeB compoBOXKIaeTcs 3ajepkko 3putenpHoro pasButus (delayed visual
maturation — DVM) — 3710 3amMejyieHHe CIOCOOHOCTH K Pa3BUTHIO (PUKCAIMK B30pa B TEUEHUE
NEPBBIX TPEX MECALEB XU3HU [5]. B cpaBHeHuu ¢ runorasueit posea runomnasus J(3H BcTpeuaercs

HaMHOTO pexe u ormeueHa y 10,7-23% nanuenTtos [32, 41].



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Iuacnosz BA evicmasnsiiom HA OCHOBAHUU AHAMHECTUYECKUX OAHHBIX, Pe3yIbMamos KIUHUYECKO2O0
opmanvmonocuuecko2o  006CNe008aHUs,  KOMOpoe  GKaYaem — HAOOp — CMAHOAPMHLIX U
8bICOKOUHDOPMAMUBHBIX OONOJTHUMEILHBIX MEMO008 UCCIe008aHUSL U Pe3YIbMaAmo8 MONeKYIAPHO-
2ceHemuyeckou ouacnocmuku. Ilonnoe ogmanvmonocuueckoe obOciedosanue e6xkaOuaem 6 ceos
BU3OMEMPUIO, TMOHOMEMPUIO, OHUOCKONUIO, OUOMUKPOCKONUIO 21a3d, O(PmMAlbMOCKONUI, UsMepeHue
YEHMPAILHOU MONWUHBL PO208UYbL, ONMuU4ecKkyio Kocepeumuyo momoepaghuio (OKT) maxynapuou
3oubl u J[3H, u/unu ux eusyanvHoe ucciedosauue ¢ NOMOWDIO WENEBOU JAMNbL U MOYHO20
paseepHymozo onucanus. Beinonnsemcs gomopecucmpayusi 2nasHviXx NposieieHull. Y HeKomopwvix
NAyueHmos8 OCMOmMp 21A3H020 OHA, OOHAKO, HEBO3MOJICEH (8 C853U C HEeNPO3PAUHOCbIO ONMUYUECKUX
cped U3-3a YEeHMPAaibHO20 NOMYMHEHUs pPO208UYbl U UBMEHEHULl XPYCMAIuKa) Uuiu O02cpaHuder
BbIPANCEHHBIM HUcmazmom. Ommeuaromcsi OONOTHUMENbHBLE OCILONCHEHUSL CO CMOPOHbL HEPBHOl
cucmemvl, no4ex, IHOOKPUHHOU U Opyeux cucmem opeano8. Onpocuwiil aucm OJisi 3aNOaHeHUs. 8pa4amu

CEHEMUKOM U 6pClll0M—0¢maJle0]l020M npu@odumcg 6 NPUJIodHCeHUU I

Tabnuua 1. Mertomsl o0ciie1oBaHUS

PaCI.I.IVIpeHHbIﬁ CrneKTp ANarHOCTN4YeCcKux MeToAuK

CTaHAapTHbIe AMAarHOCTUYECKUEe MeToOAUNKHN (RONOAHNTENLHO K CTAHAAPTHOMY HaGopY)

Hapy>Hblli oCcMOTp OnTuyeckoe nasepHoe WUccnefoBaHWe TFOSIOBKU 3PUTESTIbHOrO
HepBa M CNOsi HEPBHbIX BOJIOKOH C MOMOLbIO KOMMbOTEPHOIO
aHanusatopa (HRT)

PedpakTomeTpus, Bu3oMeTpus OnTunyeckoe KOorepeHTHoe nocnonHoe nccnenoBsaHue
nepegHero WM 3ajHero oThena rnasa C  NOMOLLbHO
KoMMbloTepHOro aHanmsatopa (OKT nepegHero v 3agHero
0oTAENO0B)

BruoMukpockonus rnasa SnekTpocdusmonormyeckmne MeToAbl nccrnenoBaHus
(peructpaumns 3puUTesNbHbIX BbI3BaHHbIX MOTEHLMANOB KOpbl
rofIOBHOIO MO3ra, aneKkTpopeTuHorpadus)

OdTanbmockonus YnbTpa3ByKoBas NPOCTPaHCTBEHHAs HUOMMKPOCKONUS rnasa
OdTanbMOTOHOMETPUSA MNepumeTpusa ctaTnyeckas, KOMMNbOTEPHas

MN3mepeHne pamametpa poroBuubl, numba (kepaTtoMmeTpus, KepaTonaxmmeTpus, KOHdOKaNbHash MUKPOCKOMWUS POroBMLibI
nnmbomeTpus)

YnbTpa3ByKoBOe  WUccrnefoBaHuve  rnasHoro  s6noka  (B- MpnaokopHeanbHas roHnorpadus (meToauka
CKaHMpoBaHWe), ynbTpa3BykoBas buomeTpus rnasa npegycMaTpuBaeT 3anucb AMHAMUYECKOM FOHMOCKOMUU C

MOMOLLbIO peTUHANbHOW Kamepbl)

FoHnockonus BuomukpodoTorpacdmsi rnasHoro AHa C  MCMNOSb30BaHUEM
dyHAyC-Kamepbl

MLPA aHanu3 - aHanu3 KOMWMHOCTWM reHoB B Nokyce 11pl3 ¢ dnyopecueHTHas in situ rmbpuamsaums FISH co
MOMOLLbIO peakuun Mra3o3aBMCMMOlN aMnavdukaLmm 30H40B, crneumdnyeckMMmn 30H4amMm
npsiMmoe cekBeHupoBaHue rno CaHrepy reHa PAX6

Y 0oemeii ¢ BA ¢ manughecmayuetl enayxomsl 6 pannem o3pacme ¢ pazgumuem KIUHUYECKOU KapmuHbl
KILACCU4eCcKo20 euopodhmanbma OUAeHOCMUKA 2lLAYKOMbl He npedcmasisiem ocoowix cioxcuocmei. Ilpu

bonee nosonetl MaHuqbecmauuu OHA MOodHcem 6b6l3bl6A1Mb mpyénocmu usz-za omcymcmeus ujiu crnaboil



eblpastCeHrHocmu xapakmepnoﬁ CUMNMOMAMUKU, a makoice  pacmianynoco 60 epemeru

namoiocudecKkoco npoyecca.

Pannsas ouacnocmuxa Hanpaenena HA GulAGLeHUE NPUSHAKOE PACMIANCEHUsl 21a3d, 6bl36AHHO20
noovemMom 6HympuenazHozo oaenenus (BI]]), nauanvnvix nposenenuti ampoguueckux npoyeccos 8
[3H, cnoe muepenvix eonoxon cemuamku. llocmanoséka panne2o OuacHo3a 2n1AYKOMbl OONACHA
bazuposamvcs HA KOMNJIEKCHOM aHANU3e OAHHBIX C Y4emoM ACUMMEMPUYHO20 Xapakmepa

KIUHUYECKUX U MOPDOPYHKYUOHANbHBIX XAPAKMEPUCTNUK NAPHBIX 21A3.

Obnapysicenue NOMYMHEHUL XPYCMAIUKA (Kamapakmoel) He npeocmasisem CI10dCHOCmeu U

ouazHoCmupyemcs, Kak npasuio, npu OUOMUKPOCKONUU 21a3d.



2.1 /Kaa100bI 1 aHAMHE3

o Pexomenayercsi cOop anaMHe3a 1 kajno0 y Bcex manueHToB ¢ BA [40, 42].
YpoBenb yoeaurteabHocTn pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH J1I0KA3aTeNbCTB — 4)

KommenTapuu: Bce oOemu Oondxcnel Ovimb  00C1€008aHbl  NEOUAmMpPOM,  HE8PONAmMON020M,
KApOUOLO2OM, 2€HEMUKOM U HpU HeoOX0OUMOCMU OPYeUMU CREeYUaIucCmamu Ha npeomem HaaIuyusl
comamuyeckol namono2uu. Buiacuenue ceedenuti o pannem nOCMHAMAlIbHOM nepuoode. dacmome u
MsICECMU NEePEeHeCeHHbIX UHDEKYUOHHBIX 3a001e8anull, XPOHUUECKOU NAmonocuu, ailepeutdecKux
peakyuil. Bvisenenue Hanuyus 603MONCHBIX NPULUH U NPEOPACNONALAIOWUX PAKMOPOE BOZHUKHOBEHUS.
3abonesanus  (6HympuympooOHvle uHpexyuu, arumeHmapuvie Gaxmopvl u Opyeue) nymem
O3HAKOMIEHUSL C COCMOSIHUeM 300p08bsi Mamepell, C8e0eHUll aKYUepCKO-2UHEKOLOSUYECKO20
anamuesa. Ilpu uwanuuuu enaykomvl y pebénxa c¢ BA, eajcmvim acnexmom paccnpoca pooumenei

Aejislemcs LleﬂeHal’lpCZGﬂeHHbllZ AHAIU3 6PEMEHRU NOABIIEHUS NPUSHAKOB 2/1AYKOMDbL.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

dusukaabHOE O6CJ'IGI[OB3HI/I€‘ HC I/IH(l)OpMaTI/IBHO.



2.3 JIabopaTopHbIie JMATHOCTHYECKHE MCCJIeI0BAHUS

o PexoMeHnayercsi mnoaTBepKaaronias MOJICKyJsipHas guarHoctuka BA u  cungpoma WAGR
oOsi3arenbHas 17151 O0NbHBIX BA M BKIIIOYAET HECKOJIBKO 3TANOB B COOTBETCTBUU C Pa3pabOTaHHBIM
aJTOPUTMOM, MPEJICTABICHHBIM B MEIUIMHCKOM TexHosoruun [43] u marente RUS 2641254 or
18.08.2017, 3apeructpupoBanHoM B dDenepanbHOl CiIy)k0€ IO MHTEJUIEKTYaIbHOM COOCTBEHHOCTH
P® [44] (Puc.1).

YpoBenb yoeauTeabHOCTH pekoMeHaaunii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

Kommentapuu: Buioenenue [JHK u3 netikoyumos nepughepuueckou Kpou nayueHmos, cOOpaHHou 6
npooupxy c¢ O/TA (smuneHOuamMunmempayKkcycHol Kuciomoi), nposooumcs no OOHOMY U3
cmanoapmusix npomoxonos ovucmxu JHK. Jna aunanuza pooumenbckoco Mo3auyusma no
0OHAPYIICEHHOU Y NPOOAHOA MymMayuu UCNOIL3YIOMCSA 00paA3ybl MOUU U OYKKAIbHO20 snumenus. [[is
nposedeHUss Kapuomunuposanus u in situ eubpuousayuu (FISH) uz kposu, cobpannoti 8 npobupky c

eenapurom Hampus**, comoeumcs cycnensus soep.

o Pexomenayercsi I sman - IpoBECHNE aHAIN3a KONMMIUHOCTU IreHOB B Jokyce 11pl3 ¢ momombro

peakuuu aurazo3aBucuMon amruindukanuu 30108 (MLPA ananus) [43,44].
YpoBensb yoeautenbHocTn pekoMmenaanuii C (ypoBeHb 1I0CTOBEPHOCTH JOKA3aTENbCTB — 4)

KomMenTapuu: B ciyuae obOuapysicenus Kpynuolx Oeneyuti, Os 6aAIUOAYUUU  BbINOJIHAEMCS

ceHomunuposaHue omiacOuUl€HHblx cemell N0 HeCKOIbKUM MUKpocamellunHuovlM mapkepam Xxpomocomosl
11.

B cnyuae obuapysicenus Kpynuwix deneyuil, 3ampacusarowux cen WT'1, nposooumces ¢nyopecyenmmuast
in situ eubpuouzayus FISH c¢ 30m0om, cneyuguunviv x ceny WTI, onsa eanuoayuu cemu3ucommnozo
cocmosanus 10Kyca y npobanoa. Takum nayuenmam 6biCmasisiemcs npeonoiodCUmensHull OUdeHo3

WAGR cunopoma u oaromcesi pexomeroayuu nOCMOosIHHO20 HAON00eHUsl ) OHKoN02a 00 8 iem.

Y npobanoos ¢ obnapysicenHbiMU KPYRHBIMU XPOMOCOMHBIMU Oeleyusmu 0053ameibHO NPOBOOUMCS
Kapuomunupoganue ONs  YCMAHOGNEHUs  NPUYUHbL  XPOMOCOMHO20  Oucbanawca:  npocmas
unmepcmuyuanvras oeneyus 1Ipl3 unu dce xpomocomuas umeepcus uau mpanciokayus. Ecau

npousowiia mpaHciokayus, mo HeoOX00UM makxice aHaIu3 Kapuomuna podumeﬂeﬁ.

o Pexomenayercsi 2 9man — B ciydae OTCYTCTBUSL KPYIHBIX CTPYKTYPHBIX M3MEHEHUH Jiokyca 11pl3
y npoOaHjaa, IpSIMbIM CeKBeHUpoBaHHEM 10 CiHrepy OMpenessioTcsi TOYKOBbIE M3MEHEHHUs T'eHa
PAX6 [43, 44].

YpoBennb yoenureabHOcTH pexkoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3ATENbCTB — 4)

Kommenrapuu: /Janee mymayus npodanoa onpedensemcs y O0NIbHbIX YIeHO8 CeMblU, eClu UMEeenCsl
cemetinas ucmopus. B ciyuae, koeoa oue8uoHol ucmopuu Hem, HeoOX0OUMO NOOMBEEPOUMb CMAM)C
mymayuu de novo 00KA3AMerbCmeomM OmCymcmeus. mymayuu npooanoa y pooumenetl, a Maxice

nO()meep()umb ouonoauyeckoe pOdUWléJZbCWlGO. Ha smom srce smane npoeo()umc;z AHAIU3 603MOHCHO20



comamudeckoeo mozauyusma 'y podumeﬂeﬁ, umo 6adNCHO O/l OUYEHKU pUcKa npocrHosa onst

nowze@y;ou;eeo nomomcemed.

IIposooumcs noomeepoicoeHue namo2eHHOCmu 6nepevie HAUOEeHHbIX GHYMPULEHHBIX MYMAayull 8 2eHe
PAX6 ¢ nomowwto ananusupyrowux npeockazamenvbHulX NpoSpamm, O00KA3amenibCmed Omcymcmeus
OAHHO20 U3SMEHEHUsl 8 B8blOOPKe 300p0OBbIX NH00el /Uil Y 300POBbIX UJEHO8 CeMbl, U, 6 Clyyde

Heobxooumocmu, QyHKYUOHAIbHO2O AHAIU3A.

Bce eHympucennvle mymayuu noayuaom HA38aHUe 6 COOMBEMCMBUU C MPAHCKPUNYUOHHBIM
sapuanmom 1 PAX6 (NM 000280.4). [panuyvr Oeneyuii HaA36186a0MCS 6 COOMBEMCMBUU C

nonooceruem MLPA npob ¢ ymeHnvueHHbIM CUSHATOM.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

o PexoMeHnayercsi pedpakroMeTpus U BHU3OMETpUsA BceM TmanueHTaM ¢ BA mma onpeneneHus

OCTpOTHI 3peHus u pedpakuuu [40,45].
YpoBennb yoenureabHocTH pekoMmenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aATEIbCTB — 4)

KommenTapuu: V demeii ¢ BA umeiomcsa anomanuu pegpakyuu 60 8cex Cayyasx, y OOIbULUHCIGA
pasnuynsie 8uobl acmuemamuzma. Kax uzeecmno, y demeii ¢ BA u enaykomoti, no mepe pacmsoiceHust
enasa, gopmupyemcs muonudeckas pe@paxyus, y mpemu — MUONUS 8blcOKoU cmenenu. Ilpu
oanvHeuwem npospeccupo8anuy  2NaykoMvl U 3HAYUMENbHOM U, 3a4acmylo, HepaeHOMEPHOM
pacmsaxcenuu 000104YeK 21a3d, YEeIUUUBAencs Cmenenb acmueMamusmd, 8 3HA4UMmenbHoOl Cmenexu

CHUaicarouieco ocmpomy 3pEerusl U makKk 00Cmamoyto HU3K)I0 Y mMAKux oemeil.

CoomeemcmeenHo, ucciedo8anue KIUHUYECKol pedppakyuu y oemell ¢ 21ayKOMOU Uil nooo3peHuem
Ha smo 3aboneeanue npeciedyem 08e yeiu: OUdSHOCMUKU 2IAYKOMHO20 Npoyecca U OYeHKU memnos
€20 Npozpeccupo8aHnus — ¢ OOHOU CMOPOHBL U CB0EBPEMEHHOU ONMUYECKOL KOPPEKYUU aMemponuu — ¢

Opyeoil.

B nacmosawee e6pems >manonHvlM memooom pegpakmomempuu Yy Oemeli pPaHHe20 803pacma
npooondcaem ocmagamuvcsi CKUackonus.. Bmecme ¢ mem, ee ycnewino oOononusawom u npubopHbie
Memoobl, 8 MOM UUCle Oocyujecmeisiemvie ¢ HOMOWbLIO NOPMAMUBHBIX PePPAKMOMempos.
Heocnopumvivu npeumywiecmeamu NOCI1e0HUX CIAYHCAM 803MONCHOCHb NPOGEOEHUs UCCIe008aHUS 8
N00bIX YCNIO0BUSX, 8 MOM YUCTE 8 HAPKO3€E, d MAKHCE BO3MONCHOCIb MOYHO20 ONpedesleHUsi MepUOUand

acmuzmanmusmd.

° PEKOMCHIIyeTCﬂ NEPUMCTPUA CTATUYCCKAA, KOMIIBIOTCpHAA IICPUMCTPUS IIPH HAIIUYUHN Y ﬂeTeﬁ C
BA ITIAYKOMBI WJIXM ITOAO3PCHUN HAa HCC IJISI OLICHKH CTCIICHU HAPYIICHHA CBCTOYYBCTBHUTCIIBHOCTH

3putenbHoi cucteMsl [40, 45, 46].
YpoBennb yoenureabHOcTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — )

KommenTapuu: ucciedosanue nepughepuyeckoco 3peHus 4pe38uluaiiHo 8adCHO Ol OUACHOCTMUKU U
OYeHKU cmaouu U OUHAMUKU MeyeHUus 21ayKoMHo20 npoyecca. bezycnoeno, cmamuueckas,
KOMNbIOMEPHAs NepUMempusi OCyWecmeum Ul Oemsam cmapuie2o 603pacmad, ¢ 00CMAMOYHbIM
YypoeHeM UHMENNeKmyaibHo2o pazsumust. [Ipu smom 3Hauenue umeem ucciedo8anue nois 3peHus KaxK
C NOMOWbIO OBUNCYWUXCS (KUHemudecKas nepumempus), maxk U HEeNnoO0BUNCHBIX CMUMYI08

(cmamuuyeckas nepumempusi).

Kunemuueckas nepumempusi umeem 3nadenue 6 OUASHOCMUKE CMAOUU 21aYKOMbl (OOHAKO, MOIbKO
npu NEepeUYHOl 2IAYKOME 63POCAbIX, MAK KAK 6 COBPEMEHHbIX KIACCUDUKAYUAX BPOHCOEHHOU
2NIAYKOMbL  KOUYEeCmEeHHble NnepumMempuiecKkue Kpumepuu Omcymcmeyion) u oyeHke OUHAMUKU
2naykomno2o npoyecca (v e3pocivix u Oemeti). QOyenke nOONEHCUM HATUYUE HAPYULCHUS]
CBEMOYY8CMBUMENbHOCMU NepugepuyecKux epanuy nois 3peuus, 30Hvl bvepyma, epanuysi cienozo

NnAMHA.



Memoo kunemuueckou nepumempuu yce 00KaA3a1 C80W0 IPHEKMUBHOCMb 8 MOHUMOPUH2E DONILHBIX C
pazeumotl u oanexozawieoweti cmaousiMu 21aykomsl. Bmecme ¢ mem, 6 yensax pammeco 6vlasieHus

2NIAYKOMbL PACCMAMPUBAEMBLL MEMOO YCMYNnaem Cmamuieckol nepumempuu.

Memoo xonuuecmeeHHoOlU CcmamuyecKkotl nepumempuu 3saKjiodaemcsd 6 onpedeﬂeﬂuu C8EmoBol
uyecmeumenlbHocmu 6 pAa3ludHblX YUacmkKkax noJjsi 3PEeHusl ¢ nomoubio HENnoOBUNCHBIX 00BEKNMO8
I’lepeMeHHOZZ ApKocmu. CO@péMeHHble KomnosromepusupoearHbvle npu60pbl obecnequsarom 6blnoIHeHUe

UCCNIe008AHUSL 8 NOTYABMOMAMUYECKOM pedcume (KOMNbIOMmepHas Uuiu Cmamudeckas nepumempus

(CIl).

Memoo noszeonsiem ob6Hapyscums oadxce MUHUMATbHLIE OeheKmbl KaK YEeHMPAlbHO20, MAaK U
nepugpepuuecko2o noisi 3peHus, 4mo No360Jsen GblAsIamsb 3a001esanue HA PAHHUX CMAOUSX U
CYUWeCme8eHHo noevluiaem 3PHeKmusHOCMb MOHUMOPUH2A 21AYKOMbl  V  Oemell CpedHe2o U

I’lOdeCWlKOGOZO eozpacma.

Tlosmopnuvie uccnedosanus yenecoobpazno nposooums 2 paza 6 200, a Npu 6Nepevle GblAGLEHHO
anaykome (unu noobope mepanuu Uiy NOCie XUpPYypeuweckoeo JeyeHus) peKoMeHOyemcs npogedenue

uccie008anUll 8 meuenue nepevlx 08yx jlem HaoaodeHull yepes 2-3 mecaya.

o Pexomenayercst OMOMUKPOCKOMNMS IV1a3a BCEM MalKdeHTaM ¢ BA 1151 OEHKH COCTOSIHUSI CTPYKTYP
nepeiHero orpeska masa [33, 40, 42, 47, 48].

YpoBensb yoeauteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB — 4)
Kommentapun:
Pocosuya

Huaenocmupyrom pasnuunoii cmenenu gvipaxcennocmu AK. AK npeocmasnsem cobou nomymuenue
po2osuybl 6 8ude nepugepuyecko20 NAHHYca HA PAHHUX CMAOUusaX NAmoNI02U4ecKo2o npoyeccd, Ha
NO30HUX CMAOUsX - 3aX6aMbl8Aem YEeHMpPalbHble 30Hbl po208uybl. 1Ipeumyuecmeenio nopaxcaromcs
NOBEPXHOCMHbIE CIIOU, Oajlee cmpadaem Cmpoma, 4mo 61usem Ha yeenudenue moauunbl po2oGUYbL.
Ilepsvie nposenenus agackyisapHul, Oanee NPOUcXooum 6pacmanue cocyoo8 6 30He NOMYMHEHUs.
Heosackynapusayus poeosuywvl Hauunaemcs Ha 6 u 12 yacax yacoeo2co mepuouana u npozpeccupyem

oanee no 8cetl OKPY*HCHOCHIU.

Cywecmsyem neckonvko kaiaccuguxayuii AK, o0na uz komopwix pazpabomana weeoCKuUMu yY4eHbIMU 6
2010 200y [30], opyeasa Lopez-Garcia 6 2006 (Tabauya 2) [3].

Tabnuya 2. Knaccuguxayus kepamonamuu, C83aHHOU ¢ 8podicoenHoll anupuduetl (no Eden) [30]

Crapgusn PoroBuyHblie nposiBNeHus

0 rnpo3payHas porosuua

I nepndepmnyeckoe NOMyTHEHME POroBMLbI C BpaCTaHMEM COCYyAOoB He Bofiee yeM Ha 1-1,5 MM

II nepndepmnyeckas HEOBaCKyISpM3aLMs Mo BCEN OKPYXXHOCTU, He Hapyllaowas LeHTpasbHoe 3peHne




Cragus PoroBuuHble NposiBNieHUs

II1 BOBJIEYEHME LEHTPaSbHOM YacTU pPoOroBuUbl, OCMOTP [/1@3HOMO JAHa 3aTpyAHeH, cybanutenuanbHbii ¢unbpos,
CTpOMasibHbIA XeW3, LeHTpabHbIA pOCT COCY0B

v MyTHas, Henpo3payHasa porosuua

\" KOHEeYHaa Ctaaud, npperyndapHaa CTpykKTtypa porosuubl, HE onpeaendaeTca HM oanH U3 ee CyioeB

Huaenocmuka nposenenutt AK Oondcna ocywecmensimscsi ¢ camoco panHe2o 803pacmd, m.K.
HeCMOMps. Ha OMCYMCMeue KIUHUYECKOU CUMNMOMAMUKYU, HAYalbHble NPUSHAKU Nnomepu
NPO3PAYHOCU PO2OBUYLL MO2YM HAOII00AMBCS YHCe C POHCOEHUs, NPeoonpeoessisi 8blCOKUL PUCK

npoepeccuposanusi AK 6 danvretiuem.

B 6onvuuncmee cuyuaes npoepeccuposanue HJIICK npu AK nposenisemcs paspyuwiernuem iumobaibHo2o
bapvepa, pacnpocmpaHenuem KOHBIOHKMUBAIbHO20 dNUMENUs 8 YEeHmpanibhble PatioHbl PO2o8UYbL,
nosigleHuem OOKANI08UOHBIX U BOCHANUMENbHLIX KIEeMOK HA ee NoGepXHoCmu, oezpadayuei uiu

noauvim omcymemeuem nanucao @Poema [15, 27, 41, 49, 50].

IIpu pazsumuu 2naykomvl KIUHUYECKAS] KAPMUHA NOPANCEHUS] PO208UYbL Modxcem Obimb unou. Ilpu
HA4anbHOU Cmaouu npu MUHUMATbHOM PACMANCEHUU PO208UYbL HAOII00Aemcsl 1e2KUll ee OmeK 8 suoe
onanecyenyuu. Ilpumewamenvrno, umo oOH JecKO Moxcem ObimMb KYNUPOBAH OOHOKPAMHOU
UHCMULIAYUE 8 KOHBLIOHKMUBAILHYIO NOJIOCMb (SUNEPOCMOTIAPHBIX dHcUOKocmell): #Hoekcmposvl ™™,
#uampusa xnopuoa**, Henuyepona u  Opyeux), umo noseonsem e2o ouggpepenyuposams
Quzuonocuueckoll onanecyeHyuell po2osuybl, 4acmo HaobI00aAeMoll Y HOBOPONCOeHHbIX. B nocieonem

caydae onanecyenyus He ucuesaem [90].

IIpu oanvHetiuiem npozpeccuposanuy iayKombl YEeIuyuU8aemcs Ouamemp po2oguybl, 4mo Gbl3bleaem
0bpazoeanue Ha IHOOMENUU U 0ecyememosoll MeMopane paspuléos U mpeujur 6 8uoe eOUHUUHbIX, d
3amem U MHOMCECMBEHHBIX NOIOCUAMbIX NOMYMHEeHUU. 3a cyem HapyuieHus 6apbepHol QYHKYUuu 8
CMpOMY pO208UYbl NPOHUKAem GHympu2iasHas dxcuokocms (BIJK), napywaiomea memabonuueckue
npoyeccol, Ymo 6bl3vbleaem Omek, d 3amem U HOMYmMHeHUue po2osuybsl. Taxce npoucxooum yeeruyeHue
(pacmsdicenue) 1umoa, NPeUMyUjeCmeenHHo 8epxuHe2o, a 8 OaibHelluem, npu 0aleKo 3aueouell cmaouu

— 80 6cex omoenax (00 5—6 um).

IIpu pazsumuu enaykomul y demetl ¢ umerowumucs npuznaxamu AK noovem BIJ] mosicem 6vi3vieamo
yxXyouienue coCmosiHUus po208uYybl: NPUcoeouHerue s6J1eHUll OmeKa Uil no8blueHue UHMEHCUGHOCMU

NOMYMHEHUS.
llepeonss kamepa

B Hopme 6 obnacmu 3pauxa enyboumna nepeoueti xamepvl cocmasigem 2,75—-3,5 mm. Ilpu nanuuuu
YACMUYHOU AHUPUOUU BU3YATU3AYUS 2TYOUHbBL nepeoHell Kamepvl He caodicHa. Ilpu omcymcemeuu
PAOYHCKU OPUEHMUPOM  CIYHCUM NEPeoHssi NOBePXHOCMb Xpycmanuka. Yacmo u3z-3a anomanuu

paszsumus nepeoHsisi Kamepa moxcem Ovims menvue cpeoHell.

[Ipu nomymmuenuu xpycmanuxa u uiu e2o HaOyxaHuu nepeoHss Kamepa modicem Ovbims menvue. llpu

passumuy 21ayKkomel y oemell ¢ HA4anibHOU cmaouell nepeoHsisi Kamepa HOPMANbHOU 2T1YOUHbl Uil



cneeka enyboice, uem 6 nopme. Ilo mepe pacmsdwcenus 2naznoeo A010Ka y makux oemell nepeomss
Kamepa npooodcaem yenyonamocs u moxcem oocmueams 5—6 mm. Heobxooumo makaice nposooums
CPABHUMENBHYIO OYEHKY 21YOUHbL Kamepvl Ha 00oux 2nasax. Acummempus 5mo2o noKazamels

AGNACMCS BANCHBIM OUASHOCUYECKUM NPUSHAKOM PACCMAMPUBAEMO20 3A001e6aAHUSL.
Paoyscka

IIpu BA wmooicem Ovimb noaHas aHupuous (Xoms 2OHUOCKONUYECKU 6ce20d ONpeoesitoncsl
pyoumenmapuvie 00pa3z08aHusi paoOy*CHOU MKAHU) UAU YACMUYHAS AHUPUOUSL C COXPAHEHUueMm

pPaziuyHo20 obvema 2uNONIACMUYHOU PAOYIHCKU.
Xpycmanux

Hapsaoy ¢ npospaunocmoto, pazmepamu u opmoi ommeuaom cCKONJeHUus NuemeHmada, @QakoooHes,
cyontoKcayuio Ui UKyt oucioxkayuro xpycmaiuka. Haubonee yacmo ecmpeyaemcs nepeouss u 3a0Hss
NONAPHbIE BPONCOEHHbIE Kamapakmsl 0e3 NpU3HAKo8 npozpeccuposanus. B 3asucumocmu om
COCMOSIHUA  YUHHOBBLIX C6A30K MOdcem Oblmb OUASHOCMUPOBAH NOOBbIGUX XPYCMANUKA, Yauje

xapakmepHa €20 9Kmonus 6 6EPXHIOI0 NOJT06UH).

o Pexomenayercst koH(pOKanbHasi MUKPOCKOIHUS poroBullbl BceM nanueHtaM ¢ BA u AK unu BA u
nogo3peHueM Ha AK nans usydeHus KIETOUHOM Mopdoioruu (MPHKU3HEHHOM) Ia3HOU
noBepxHoctu [34,37].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuil B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 2)

o PexoMeHayeTcsi TOHHMOCKOIIMYECKOE MCCIEIOBAHME BCEM TMalMeHTaM ¢ BA mpu coxpaHeHuu
[IPO3PAaYHOCTU POTOBUILIBI I UCCIIEAOBAHUs CTEIIEHU TUIIOIIA3UU PaLyKKH, OLIEHKU COCTOSHUS
VIIK, BpIpaX€HHOCTH AMCTEHE3a CTPYKTYp JIPEHAXHOW 30HBI JUIsl BBIPAOOTKH MATOT€HETHUYECKU

OPUEHTUPOBAHHOM TaKTUKU JieueHus [42, 48, 51].
YpoBensb yoeaureabHocTu pekoMeraanuii C (ypoBeHb 1I0CTOBEPHOCTHU JOKA3aTENbCTB — )

KomMmeHnTapuu: sgnsemcs mMemooom, NO360MAIOWUM  BU3VATUIUPOBANb DYOUMEHMAPHYIO MKAHb

PAOYIHCKU NPU HEBOZMONCHOCMU ee OOHAPYIHCEHUS NPU CMAHOAPMHOU OUOMUKDPOCKONUU 21A3d.

[ oHuockonuueckas Kapmuna O0eMOHCMPUPYem HAIUYUEe BbICOKO2O NPUKDPENIeHUs KYIbmu padyicKu,
omcymcmeue  oughghepenyuposannol.  mpabeKyIapHoU  30Hbl,  HAIUYUe  pPaziuyHo20  pasmepa
nepemvluex, cokpauwjenue komopuix npusooum k 3akpoimuio YIIK. Hanuuue evipasicennoti cmenenu
2oHuoouceeneza y oemei ¢ BA mooacem 6vimv npeOuKmopom pazeumust 21ayKomMamo3Ho20 npoyecca 8

oanvHeuuem.

C nossnenuem WUPOKONOIbHOU YUPDPOBOU NeOUampuyeckolu pPemuHAIbHOU Kamepbl CMALo
B03MOJNCHLIM nposedeHue ucciedosanuss cmpykmyp VIIK y oemeil 6e3 napxosa. Jlannviti memoo
no36osiem OOKYMEHMUposams pe3yivmamvl UCCLe008aAHUL 8 YUPPOBOM 6ude U NPOBOOUND

CPABHUMENbHLIN aHAIU3 UMEeHeHull 8 Ounamuxe. HpudoxopHneanvHas 2oHuozpagus, ¢ nomoubio



pemuHa/szOﬁ Kamepbol, A6JAeniCA 00BEKMUBHBIM MEMmOoOoM paHH@ﬁ OUACHOCMUKU NAMON02UYECKUX

npoyeccos ¢ YIIK enaza [80, |.

o PexomeHnayercsi opranrpMOTOHOMETpHUS BceM manueHTaM ¢ BA s ucciaenoBanus ypoBHs BIJ] u
TUAPOAMHAMUKY TJ1a3a, YUUThIBAs BBICOKMN PUCK Pa3BUTHUS IJIAyKOMbI y AeTel ¢ anupuauei [40,
42,52, 53].

YpoBennb yoenureabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JA0Ka3aTEIbCTB— 4)

Kommenrapuu: ozs xommpons BI]] pexomenoosano ucnonvb3osams moHOMemp GHYMPULIA3HO20
oaenenus TIJ/-01 (no Maxknaxosy) (cmanoapm monomempuu 6 P®) unu paziuunvie munwvi
beckonmaxmuwix mowomempos. Haubonee yoobnvim 0nsi Oemeii npedcmasisiemcs ademomamuyecKue
NOPMAMuGHble MOHOMEMpPbl ¢ KOHMAKMHOU (PUKOULEMHOU) MemOOUKOU UMePenUsl, NOo3601I0UUe
usmepsimo BI]] 6e3 mecmmoli anecmesuu, MUHUMATLHO KOHMAKMUpylowue ¢ po2osuyetl, 4mo
0COOEHHO BANCHO OISl AHUPUOULHOU PO2O8UYbL C BbICOKUM puckom pazsumusi AK, 6 mom uucne y

oemeil panHe2o 8o3pacma.

Ilpu ananuze OanHvlX ogmanemomonomMempuu yduumoiéaiom abcomomusie yugpvl ypoeus Bl
Cymounvle Konebaumus u pasHuyy ogpmanomomonyca mexcoy anazamu. CymouHvle KoneOaHus yposeHs.
BI'][, a maxorce e2o acummempusi mexcoy NApHulMU 21a3aMU Y 300P0GbIX UY, KAK NPABUTLO0, HAXOOAMCSL

8 npedenax 2—3 Mm pm. cm. U Iullb 8 peOKUx Cayuasx oocmueaiom 4—6 mm pm. cm.

B ceazu ¢ mem, 4Ymo HaA OYEHKY OAHHBbIX OQbmaJZbMOWlOHOMempuu 6 3HAUUMENbHOU CMmeneHu
oKdsvleaem e6JUAHUE MOJIWUHA U ()ucmemp pocosuysl, npeniepnesaroue CyueCmeeHHbvle USMEHEeHUA Y

Ooemell Ha (hoHe pazeumus 21ayKombl, Yerecoo0OPA3HO YUUmbléams U SMu napamempol.

Uccneoosanue monwunsvt pocoduysbl NO36011em NPABUIbHO UHMEPNPemuposams pe3yibmanivl
ogpmanomomonomempuu. Jlanuvie ogmanemMomoHomMempuy 8 21a3ax ¢ po2osuyetl, umeroujel
monwuny 6 yeumpe oonee 580 MKM, HYHCOArOMCs 8 KOppeKyuu 8 CmopoHy noHudxicenus (peanvroe BIJ]

HUJ#CE NOIYYEeHHBIX OAHHDBIX).

o PexoMeHnayercsi ynpTpa3BykoBas OuomeTpus Tia3a (A-CKaHMpOBaHHWE) BCeM JeTsM ¢ BA s
OTpECNICHUs PAa3MEPOB TJIA3HOTO 50JI0KA, TIyOWHBI TEpeaHed KaMephbl, YTO TMO3BOJISIET TPH
HaJIMYUU TJIAyKOMbI BBISIBUTH TEHACHIIMIO K MPOTPECCUPOBAHUIO INIAYKOMbI M OIICHUTH CTAJIUIO

npouecca [42,54].
YpoBennb yoenureabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JA0Ka3aTEIbCTB— 4)

o PexoMenayercsi ynpTpa3BykoBoe B-ckaHMpoBaHHE VYIIBTPa3BYKOBOE MCCIEIOBAHUE IJIA3HOTO
sa0I0Ka BCceM marpeHTaMm ¢ BA i OIIEHKH COCTOSIHMSI B HYTPEHHUX CTPYKTYp Ia3za (000JoYeK,
CTEKJIOBUJHOIO Tejla, XPYCTalluKa M JIPYTUX), YTO OCOOEHHO aKTyaJbHO IPU HEMPO3PaYHbIX

MpeToOMIISIIONIUX cpeaax [52].

YpoBennb yoeaureabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JA0Ka3aTEIbCTB— 3)



o PexoMeHnayeTcsi METOIMKA YIIBTPA3ByKOBOM KOMITBIOTEPHONW OMOMHMKPOCKOIIMK BCEM MAI[UEHTaM C
BA mnpu HEoOXOIMMOCTH MOJIYYUTh YETKOE H300pakK€HUE CTPYKTYp MEpPEIHEro OTpe3Ka Ivas3a
(0cOOEHHO BaKHBIM AITO MPEICTABISETCS MPU MOMYTHEHUM POTOBUIIBI), JJISi OLEHKH Xapakrepa
runomiasun paayxku, ctpykryp YIIK, npenaxxnoi 30HbI U TpabOekynbl B yacTHOCTH. [Ipu sTom
BO3MOXXHO M3MEPUTh TOJIIMHY POTOBHIIBI (MM), paayKKu (MM), IIIyOUHY NepeaHel Kamepsl (MM),

BEJIMYMHY UPHUIOKOPHEATLHOTO yIia (rpaa.) u apyrue napamerpsl [40, 42].
YpoBenn yoenureabHocTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JA0Ka3aTEIbCTB— 4)

KommenTapuu: npu BA akycmuueckas kapmuna nepeoHe2o cecMeHma 21asa Xapakmepusyemcs, KaxK
npasuio, Haauduem pyouMeHmapHou paoyscKu no 8cell OKPYHCHOCIU U OMOENbHbIMU YUACMKAMU C
PA3TUYHOU CMenenvlo 8vlpadceHHocmu ee 2unonaazuu. Illamonocuueckue u3mMeHeHUsi MONHCHO
OOHApPYHCUMb U 6 OMHOULeHUU CMPYKMYPbl, pPA3MEPO8 U NONLONCEHUS YUIUAPHO2O0 mend, €20
OmMpOCMKO8 U Opy2ux CmpyKkmyp 2nasHoz2o sonoxa. llpuuem ocobeHHOCMU 3MUX UBMEHEHUl npu
Hamuyuu 2Naykomvl 6 ONpeoelleHHOU Mepe NO3B0JAIMm  8blpabomams ONMUMATbHYIO  MAKMUKY
XUPYPUYECKO20 JledeHUsl MAKUX OONIbHbIX, 0COOEHHO NPU HAPYUEHUU NPO3PAYHOCIU ONMUYECKUX CPEeO
enaza. Ilpu nonuoi anupuduu cmanoapmuas OUOMUKPOCKONUS 21d3d pPeoKo NO3B0JSem 6bls8Unb

umerowuecs: pyouMeHmapHvle 0CIMamu padydicHol mKanu (Kyiomu paoyicKu,).

o PexoMenayercsi opTaIbMOCKOTMSI BCEM IMAIlMEHTAM JUIsl OLICHKH COCTOSIHHSI CTPYKTYP 3aJHETrO
orpeska maza [40, 42, 52, 55, 56].

YpoBensb yoeaureabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB— 4)

KommenrTapuu: Onmumanvuviv memooom evisgnenus usmenenutl cmpykmypol /[3H u cemuamku
A615eMcsi 0PMAaIbMOCKORUsL (00pamuas 0QmanbMoCKONUsi Ha wenesoll iamne oQmanbMoL0SULecKoll
C  JAUH3AMU  OMATLMONOSUHECKUMU — OUACHOCMUYECKUMU — OECKOHMAaKMHbIMU, npsamast
0QhmanbMoCKonus Ha wjenegoll iamne yepe3 YeHmpaibHy Yacms 20HUOCKONA Ol OCMOMPA 21A3HO20
ona muna Ban Botinuneena). Y noeoposcoenuvlix u miadenyes 0 su3yaiu3ayuy u gpomopecucmpayuu
CMPYKMYp 21aA3H020 OHA YenecooOpa3Ho UCHOIb308aNMb NEOUAMPUHECKYIO PEMUHATLHYIO Kamepy Uil

cmapmcekon.

Oonoti u3 npuuun CHudceHus 3penus y oemeu ¢ BA aensemcsa eunonnaszus ghoseanvroti obracmu u
[[3H. L[eem [3H mooxcem sapvuposamv om 01e0HO-p0306020 ysema 00 0O1e0H020, pazmep — om
HOPMATILHO20 00 YMEHbUEHH020 (eunoniacmuunozo), [{3H moocem umems 08anbHyIo U GblMAHYMYIO
Gopmy. Maxynapnas 30Ha u ogea Mo2ym umems pazHylo cmeneHb aHOMAIULl C8emMOBblX pehieKcos
VKA3b18AIOWUX HA UX SUNONAACMUYHOCTIL: CHIYULEBAHHOCMb, He NPASUTbHYI0O (OpMY, OMCymcmeue
ceemoeozo peghnexca. Ha nepughepuueckoii wacmu cemuamku uacmo 6CMpeyaromcs aHOMAIuu

nuemenmayuu no muny cunonuemermayuu.

Ilpu manugpecmayuu enaykomvl pazeusaemcs 8IUAOWAA HA OAJbHelulee CHUNCEHUU 3PUMENbHbIX
@QyHKYUll  2NAYKOMHAA ~ONMUYecKds. Heuponamus, Ymo 3AKOHOMEPHO mpedyem O0emalbHOouU
xapaxmepucmuxu usmenenuii /[3H. Cnoocnocms 3axkaiouaemcsi 6 HEBO3MOMNCHOCMU GU3YAIU3AYUU

CMPYKmMyp 21A3H020 OHA Y 0emell U3-3a NOMYMHEHUU PO20SULbL.



[na enaykomsl xapaxmepnvl ampoguueckue usmenenusi 6 J[3H, npossnsiowuecs Oekonopayueti
(nobnedneHuem) yuacmkos OUCKA, pacuiupenuem u oepopmayuel e20 IKCKABAYUU, YMEeHbUeHUe

naowWaou u UCMoHrYeHue HelpopemunaibHo2o nosicka (HPII).

IIpu ocmompe J[3H npu nooospenuu Ha naykomy u npu 2iaykome HeoOXo0umo npoeooums
Konuyecmeenuyto (pasmep /{3H, coomnowenue sxckasayuu x oucky (3//), coomnowenue HPII k
[3H) u kauecmeenmylo oyenky creoyiowux napamempos (¢opma, evicoma u ysem HPII, eco
omcymcemesue (Kpaesas SKCKasayus) uiu meHOeHyus K UCmonuyeHuro, oekoropayus yyacmkog [{3H,

cOBU2 COCYOUCMO20 NYUKQ).

Coomnowenue 3//]. Dusuonoeuuecxkas skckasayus [[3H, kax npaeuno, umeem 20pu30HmMAaIbHO-
08ANILHYIO  (POpMY:  20PU3OHMANLHLIUL  Ouamemp OJUHHee GepMmUKAIbHO20 npumepno Ha 8%.
Veenuuennas ¢husuonocuueckas skckasayus npu 601buiom pasmepe OUCKa yawje umeem OKpYenyio
Gopmy. B mnopme oxckasayus na oboux enaszax cummempuunas. Ilpu smom 6 96% cayuaes
coomuouternue I/J] naxooumcs 6 npedenax 0,2 J[/[. B nauanvHotl cmaouu 21ayKkombl YemKux pasiuduii
mexncoy uauonocuueckoll U 21ayKOMHOU dKckasayueli He cywecmgyem. Mooicho eusyanuzuposams
cosue u nepezub cocyoucmozo nyuxa. llpu npozpeccupoganuu 8podCOEHHOU 21aYKOMbL C 8bICOKUMU

yugpamu BI']], yorce npu pazeumoti cmaouu ghopmupyemcs 00801bHO 00beMHASI IKCKABAYUSL.

Pacwupenue skckasayuu npu 2naykome 0ObIYHO NPOUCXOOUM 80 8CeX HANPABLEHUSX, OOHAKO yauye
6ce2o 6 6epMUKaIbHOM Hanpaenenuu 3a cuem ucmonydenus HPII ¢ eepxnem u nusicnem cexmopax /[3H,

Umo Cés13aHo ¢ 0COOEHHOCMAMU CmpoeHust pememqamoﬁ niacmuHKU.

HetipopemunanvHulil noscok. Ilpu passumuu enaykomMamosHo2o npoyecca nocmenenHo npoucxooum
ymenvutenue wupunvl HPII, xomopoe moocem Obimb PAGHOMEPHLIM NO 8CeU OKPYHCHOCMU,
JIOKATIbHBIM KPAEeBbIM UIU COYEMAHHbIM. [[Isl 2ayKoMbl XapakmepHvl ampoduueckue UMeHeHUs 8
[[3H. Knunuuecku onu nposensiiomcsa 6 oekonopayuu (nodneonenuu) yuacmxos HPII, uawe 6
MeMNopaIvbHol  30He (Heobxooumo oughgepenyuposams ¢ ampoueil 3pumenbHO20 Hepsd

He21ayKOMHO20 2eHe3d).

llepunanunnapnaa ampoghus — ucmonuenue/paspyuienue xopuopemunanioHo mrkauu éokpye /{3H. Ilpu
2llayKome pacnpocmpaneHHOCMb NePUNAnULIAAPHOU ampoduu evluie, 0COOEHHO C HOCOBOU CMOPOHbL

nepunanujiAipHo2co npocmpaHcmed.

Cnedyem nomHums, 4mo OMOENbHO KAHNCO020 U3 NPUBCOEHHbIX CUMNMOMOE HeOOCMAmOo4HO OJid
NOCMAHOBKU NpaABUIbHO20 ouacHosa. lIpasunvHoe peuieHue modcem O0amb MONbKO KOMNJIEKCHAS
oyenka cocmosanusa [[3H u nepunanunnaprot cemuamxu. /nsa ookymenmupoganus cocmosanus /{3H

YOOOHO UCNONIL308AMb YBEMHYIO POMOPEUCMPAYUUTO.

o Pexomenayercss OKT mepemnero orpeska miasa netsMm ¢ BA u AK nias oObeKTMBHOM OIIEHKHU
COCTOSIHMSI POTOBUIIBI M B Kaue€CTBE JOMOJIHUTEIBHOIO METOAA JUArHOCTUKH JUMOAIbHBIX

MIPOT€HUTOPHBIX CTPYKTYp [57,58].

YpoBennb yoenureabHocTu pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JA0Ka3aTEIbCTB— 4)



Kommentapuu: OKT nepeoneco ompeska modcem Oblmb nojie3Ha 6 onpeoeieHuu 2nyouHvl
CMPOMAIbHLIX NOMYMHEHUU, ONPEOeleHUs. MOTUUHbL PO2OSUYbL, BU3YATUAYUU CIMPYKMYD NnepeoHell

Kamepsl 2iasa npu HenpospadHocmu onmu4eCcKux cped

o Pexomenayercas  Mopdomerpuyeckue ~ Meroasl  aAuarHocTuku,  Bkimodaromue — OKT
(refinenbOeprekyo peTHHOTOMOrpaduio), st 0ObEKTUBHOM OLIEHKH BHYTPEHHUX CTPYKTYp IViaza —
3pUTEIBHOTO HEPBA M CETYATKH PEKOMEHAYIOTCS BCeM manueHtam ¢ BA mpu mpo3padHocTu cpen
[56].

YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JJOKA3aTEIbCTB— 4)

KommenTapuu: npubopst ochaujenvl KOMNbIOMEPHbIMU NPOSPAMMAMY, KOMOpble CHOCOOCMBYIOm
NOMYYEHUIO U300PAadNCeHUs, a maxdxice GopMUpPoO8aHuIo U XpaneHuro 6aszvl 0aHHblX, obecneuusaroujell

KOIUYECMBEHHbIU AHAU3 l/l306p619fC€Huﬂ.

PaCCMampL{GaeMblﬁ MemooO  UCCIe00B8aHUS  NO360em  KOIUYEeCMBEHHO OYyeHums CcoCmosHue

napamempos cemuamku, 3pumenbHo20 Hepea y oemell ¢ AHUPUOUET.
Onpedenenvt ocobennocmu uzmenenus cmpykmypuol /[3H npu enaykome y demeiti ¢ anupuoueti.

V' obonvwuncmea oemeti ¢ BA onpedensiemcs cenajxceHHOCMb MAKVIAPHO2O KOHMYpA 3d cyem
YMeHbUeHUs  (POBEANbHOU — Oenpeccuu, XapakmepHou Oas eunoniazuu  Mmakyavl. OmmeueHvl
ocobennocmu cmpykmypol cemuamku npu BA: y 6onvuuncmea oemeil Habniodaemcs ymMeHbuleHue
napamempa oowe2o MaxKyiapHo2o obvema yeeludenue napamempa moayutbl Cemyamru 8 yeHmpe
gosea (macular central minimum zone), umo noomeepcoaem oOmMCymcmeue nPAGUILHO20

Gopmuposanus MaKyIapHOU 001acmuy Uil ee 2UNONIA3UIO.

Hpu paseumuu ciayKomMHocO npouyecca xapaxkmepHsvbimu OCO6€HHOCI’I’l}ZMu, NOJYYEHHbIMU C NOMOULbIO

OKT sensiomesa:

- VMEHbUWleHUe moJaUHRbl CJN0A HEPBHbIX 6O0JIOKOH cemudamKu 6 nepunanuﬂﬂﬂpHod 30HE C
npeumyulecneerHblMu UBMEHEHUAMU 6 meMI’ZOPCIJZbHOﬁ 30HE, Hapacmamnuiee no mepe

npocpeccupoBanus 2NayKoMbl,

-U3MeHeHUue apmepuo-6eHO3H020 UHOEKCA NPEeUMyUWecCmeeHHo 8 CIMOPOHY e20 Y8eaudeHus, Yyugpposoe
NOOMBePHCOeHUE HAPYULEHUSI 2eMOOUHAMUKU COCYOUCBIX Gemeell YEeHMPAIbHOU apmepuu U

Ix;eHmpCl]leOZZ BeHbl CEMYAMKIU 8 8UOE YMEHbUIEHUA UX Kaﬂu6pa;
~YMEHbUIEHUE MOTUUHDBL CI0A CAHCIIUOSHBIX KIENOK U cAHSTIUO3HO20 KOMNIEKCA.

OKT (memoo [eiidenvbepeckoll pemunomomozpaguu) 6 Oonvuieli cmeneny npu 21aykome no3eonsiem
oxapaxmepuzosamv cocmoanus /[3H. B uacmnocmu, npu npozpeccupo8anuu 2naykombl Ommedaromcsl
3HAUUMENbHOE YBeIUuYyeHUue OCHOBHBIX napamempos sxckasayuu [[3H: obvema sKkckasayuu (cup
volume), makcumanvHou 2nyouHvl dKkckasayuu (max cup depth), a maxdce niowaou dKCKA8AYUU U
ymenvwenue 3uavenuit HPII: obvema (rim volume) u nnowaou (rim area). Haubonee 3nauumwvim

Gpaxmopom  ampouu  cmpykmyp  npu  8pPON*COEHHOU  2lAYKOMe  NOCHYHCUTL — NOKA3AMED,



Xapakmepusyrouwull cpeoHion moawury cios Hepeuvix 6onokoH (mean RNLF thickness), eenuuuna

KOmopoco npu 2iayKome 3HadumelbHO CHRUMNCAENICAL.

Bmecme ¢ mem, cinedyem noouepkHymv, 4mo OaHHbvle, NOJYUEHHble C NOMOWbI PACCMOMPEHHbIX
NPUOOPHBIX MemMO008, He ABNAIOMCA “IMANOHHLIMU 8 OUACHOCMUKE 2IAYKOMHO20 npoyeccd, d JUllb
OONONHAIOM pe3yIbmamuvl KOMNIEKCHO20 00C1e008aHUs pebeHKa, Komopble ciledyem OYeHUsams 60

gcell COBOKynHocmu.

Oonako noomeepoicoennoe npu  dmom  yxyouwenue cocmoanus J3H aensemca  eadxcHvim

NPOCHOCMUYECKUM NPUSHAKOM npocpeccuposarnusl eiiadyKombabl.

e Pexomenayrorcsi snextpodusznonornyeckue Mmeronbl ucciuenosanus (ODU), Brimroyaromiue
anekrpoperuHorpaduio (OPI") oburyro, puTMHUYECKYI0, HA CTPYKTYPUPOBAHHbBIE CTUMYJIBI U IPyTHE,
3puTeNbHbIE BhI3BaHHBIE MoTeHIMANbI (3BII) Ha cBeTOBBIE U CTPYKTYPUPOBAHHBIE CTUMYJBI BCEM
ManyeHTaM JIJisl onpeaeneHus GyHKIIMOHAIBHOTO COCTOSIHUS T71a3a. Bee nccnenoBanmsi mpoBOAST B

COOTBETCTBUHU C MEXKIyHApOoIHbIMU cTanaapTamu [SSF [60].
YpoBeHb yoeauteabHoCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIBCTB— 5)

KomMmenTapuu: asnekmpopemunocpamma u ee KOMHNOHEHMbL CAYHCAmM 00bEeKMUBHbIM NOKA3amenem
@DYHKYUOHATbHO20 COCMOSIHUA cemuamKu y oemeti ¢ BA u conymcmeyiowetl el namono2uu (21aykoma,
eunonnasus J[3H maxyner u op). /s pecucmpayuu 3BII npumensiom coépemernHvie KOMNbIOMeEpPHble
cucmembl, NO360NAIOWUE BbIOENAMb NOMEHYUALbL MATOU 8ETUYUHBL U3 ULYMA, UCHONb3YIOM YCPEeOHEeHUe
u Qurompel, Husenupyrwue paziuunsie apmegaxkmul. Hcciedoeanue npogoosam Kaxk 60 6pems
000pcmeosanus pebeHka, mak u 6 COCMOAHUU MEOUKAMEHMO3HO20 CHA unu Hapko3a. OcHo8HOe
BHUMAHUe yoendaom nokasamensim iamenmuocmu. Ilpu ananuze nonyueHHvlX OAHHBLIX NPUHUMAIOM 80
sHUMaHue, umo Ha Gopmuposanue nuxa Pl 3BII enasnuvim 0bpazom oxkazvieaem iusiHue COXPAHHOCHb
PEMUHOKOPMUKANbHO20 NYMU, 3pel0Cmb (O8ealbHOL 001aCmU CeMmYamKu U COXPAHHOCMb CIPUAPHOLL
Kopvl. Kpome moeo, cnedyem yuumwvleamv, 4mo 3mom memoo He 0aem B03MONCHOCMU OYEHUMb
COXPAHHOCMb ACCOYUAMUBHBIX U KOCHUMUBHBIX (DYHKYULL 20T08HO20 MO32d, KOMOpble 00ecneuusaom

«pumelbHoe padCno3HasaHue).

Ocobenno saxcHvimu npedcmaenaiomes oannvie DPH npu omcymcmeuu 6803MONCHOCMU OYEHKU
ocmpomusl 3peHuss U3-3a 803pacma pebeHKa U Npu  HOMYMHEHUU PO2o8UYbl, KO20ad Helb3s

8U3YATUIUPOBAM CIMPYKIMYPbL 3a0HEe20 NONCA.

Ilpu nanuuuu eunonnasuu /{3H u cmpykmyp maxynapuou obnacmu uzmensitomes: noxazamenu IDU:
npu pecucmpayuu 3Bl chudxcaromces amnaumyoHnvle nokasamenu, yoaunsemcs aamenmuocmo; IPI

O0eMOHCMPUpPYem CHUNCeHUe AMNIUNYOHbIX XAPAKMEPUCTNUK.
IIpu pazeumuu 2nayxomamo3sno2o npoyecca pesynvmamvl IDPU umerom nHexomopuvle 0coOeHHOCmI.

IIpu enaykome cepusi nociedosamenvivix IDPU 0o nopmanuzayuu BIJ] u nocne nozsonsem oyenumso
COCMOsAHUE CemuyamKy U 3pUmenbHo20 Hepea, OUHAMUKY UBMEHEeHUU U CHPOSHO3UPO8amb KOHeUHble

@YHKYUOHAbHBLE PE3YIbMAmbl.



Pecucmpayus cynepnopmanvroti P 00noepemento ¢ gvicoxumu yuppamu Bl ][ ceudemenvcmseyem o
HeNnpoOOINCUMENbHOM Nepuoode cunepmen3uu U O1a2onpusimuom QYHKYUOHAIbHOM ucxooe. Bvicokue
yugpor BIJ] ¢ nusxoti amnaumyoou ISPl xapaxmepHovl 0151 60Nee GblPANCEHHBIX NAMON0ULECKUX
UBMEeHeHUull 6 cmpykmype cemyamxku u 0Oonee msadxcenom @yukyuonaronom npoeuose. Illocne
Hopmanuzayuu BIJ[ amnaumyoa OPI' 6 meuenuu 3—6 mecayes cHudxcaemcss 00 GelUHUH
COOMEemMcmaywux cmaouu 3a001e8anusi U COXpaHHOCmu Hetipoanumenus cemyamku. Ilpu cmotixoii

Hopmanuzayuu BIJ] OPI" umeem menoenyuio K ymepeHHoMy NOSbIUEHUIO AMNIUMYObL.

3BII npu enaykome yoice 8 HAYANLHOU cmaAOuu 3a001e8aHUsl MEHAIOM CEOU AMNIUMYOHO-8DEMEHHbLE
Xapakmepucmuky 60 6cem Ouana3one NpPOCMPAHCMBEHHbIX YACMOm, KOMOopble Ompaxdcaiom

COCMOAHUE AKCOHOB 2AH2TUO3HbIX KIIEMOK cemyuanikKu.

3BIl npu npocpeccuposanuu OONE3HU UMEIOM NPAMYIO KOPPerIayulo UMEHeHUs AMIIUMYOHO-
YACMOMHBIX XAPAKMEPUCMUK OM CMAaduu 21aykomsl. Jlamenmuocms no mepe npocpeccuposanus
3abo0ne8anus u nepexooa 6 Hojiee NO30HII CMAOUI0 YEEIUYUBAEMCA, A AMNIUMYOA CHUMNCAEMCS, U K
abcontomnou cmaouu 2naykomsel 3BIl ne pecucmpupyromcs. Ilpu cmotikoti xomnencayuu BIJ]
npoucxooum cmadbuiuzayusa, a 3amem UYACMUYHOE B0CCMAHOGIEHUE AMNIAUMYOHO-8PEMEHHBIX
xapaxkmepucmux 3BI1.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

He nndpopmaTuBHBI



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
MPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHUS

3.1 KoncepBaruBHOe JieueHH e

3.1.1. Illpopuiaakruxa u geuenue AK

o Pexomenayercsi Ha3HAaYCHHE MEIUKAMEHTO3HOW Tepamuu O(TaTbMOJIOTHYECKUMHU MpernapaTaMu
(KepaToNpOTEeKTOPHBIMU TpEerapaTaM) Cpeaud KOTOphIX Haubosiee 3(P(PEeKTUBHBIM CHOCOOOM
ABIIICTCS HA3HAYEHUE THUIPOMEIUIO3bI™* (WM TUIPOMEIJIO3bIHACKCTPaH), TJIa3HOTO —Tens
aexkcnanteHon mipu Hamumuuu AK w/mnum g8 mpoUIaKTUKH  POTOBHYHBIX — OCIIOKHEHHUH.

Hcnonp3oBaHue JaHHBIX MpenapaToB HEOOXOAMMO Ha3Ha4YaTh ¢ paHHero Bo3pacta [ 93,94,95,96].
YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB— )
KommenTapuu:

Ocnognvie nonodcenus :
— JleyeHue HaYuHams ¢ paHHe20 803pacma;

— ecau BSI3KOAJIACTUYHBIE COCTUHEHMUSI eunpomennoza** (unu
2UNPOMENI03a+0eKCmpan)HedoCmamodto 3poekmusern, HeoOX00UMO 3aMeHUmsb e20 Ha Npenapam

HHamMpus cuarypoHam;

MAKCUMATIbHOE KOJIUYEeCn60 UCNOJNIb3YEMbIX MECMHbIX npenapamoe He O00JIJHCHO npesovliilanib mpex, 60

uzbeoxcanue oaibHelue2o I/l06p€9f6‘0€Hu}Z pocosuybl,
— NOCMOAHHO UCNO/1b306ANMb MOJIbKO ogbmaﬂbmwzozuqec;cue npenapanivl oe3 KOHCepeaAHmoe,

npenapanisl C 00UHAKOBBIM ¢ClpMdK0]l02u’{€CKuM oelicmeuem He OONNHCHbL UCNONb308AMbCS 6

KOMOUHayuu.
lloxkazamenu aghghexmusnocmu.:
— omcymcmaue npoepeccuposanus AK;

— cmaounusayus BIJ[ 6 npedenax onmumanbHo20 YpOBHA ¢ MUHUMAILHLIM YUCTIOM NPenapamos 8

meuenue cymok;
— omcymcmeue CHUdCeHus: 3pghexma 6 medeHue ONUMENbHO20 Nepuood,

—MUHUMAJIbHOE CUCIMEMHOE 603()61/701%81/16,'



— MUHUMYM NOOOYHBIX 3P Pexmos,
— XOpOWasi NepeHoCUMOCHb.

llokazanus x HasHaweHuro OGMAILMONIOCUUECKUX NPEnapamos (KepamonpomekmopHas mepanus)u
COBDEMEHHBIX NPOMUBOTIAYKOMHBIX NPENAPamos u MUOMUYECKUX CPeOCm8 (SUNOmeH3UBHbIX CPedCcms)
npu AK u enayxome [62,63,64]:

— 8cem 0emsaM CO CNOpPAOUdecKoll U HacieocmeenHol opmamu BA u anupuduiinou enayxome;
— cpasy nocre sviagnenus AK y pebenka;
— cpasy nocie 8viagnenus nogviuiennozo Bl /] y pebenka,

— npumensrom 0 Koppexkyuu ypoeus Bl ][ 6 nocieonepayuonusiii nepuod, a maxaice OJisi NONbIMKU
Hopmanuzayuu BIJ] y onepuposamnvix Oemeli 8 OXNCUOAHUU NOBMOPHO20 ONEPAMUBHO20

emeuiameibcnmeda.

3.1.2 IIpoTHBOINIAYKOMHbBIE NPENAPATHI © MUOTHYECKHE CPEACTBA (TUIOTEH3MBHbIE

CpencTBa) (AHAJIOIM NPOCTANVIAHAUHOB, 0€Ta-a/1PEeH00JI0KATOPLI, MHHTHOUTOPbI

@pﬁoaﬂrnnpa:;bl, AHTUXOJUHIPIrUICCKUE CPEACTBA, NAPACUMIIATOMUMETHUKHA U }Ip_.)_l'lpﬂ

HAJUYIUU TJIAYKOMbI

Jleuenue 8podcOeHHOU 2nayKombl Xupypeuueckoe. Bmecme ¢ mem, ¢ nepuod noo2omosku pebenka K
onepayuu, a makaice, 8 paoe ciyuaes, U nocje Hee — NPU HedOCMAaAMmoYHOM SUNOMEH3UBHOM P pexme

emeutamenbcmeda, 6ce ace HeobXo0uMa MeOUKAMEHMO3HAS oquaﬂijlazunomensueﬂaﬂ mepanusl.

o PexomeHayercsi Ha3Hau€HUE MPOTHBOINIAYKOMHBIX IMPENaparoB MU MHOTUYECKHX CPEICTB
(TUTIOTEH3UBHBIX  CPEACTB) (AHAIOTM  MPOCTAIIAHAMHOB, HWHTHOWTOPHI  KapOOAHTHIPA3BI,
AHTUXOJIMHAPTUYECKUE CPEACTBA, NApaCUMIATOMUMETHUKH U Ap.) MPH HAJUYUU TJIayKOMBI Y JA€TeH C
BA nmns camwxenus BIZI. Ilpu BbIOOpe mpenapara HeoOXOOMMO YUHMTBIBaTh BO3pacT peOeHKa, a B
mpoliecce JICYCHHs TIIATEIbHO KOHTPOJIMPOBATH OOIIMI M JIOKAJIBHBIM CTaryc MalueHTa s
WCKITIOYCHHUST BO3MOXKHBIX OCJIOKHEHUH THIMOTEH3WMBHOW Tepamuu. l[Ipemaparsl ¢ OAMHAKOBBIM

(hapMakoJIOTHYECKUM JAEHCTBUEM HE JOKHBI HCIIOIB30BaThCsl B KOMOMHAIIUU [62—64].
YpoBeHb yoeauteabHOCTH pekomeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB— 3)

KommenTapuu: naszunauaomcs Oopszonamuo™* (¢ 1 mnedenu orcusnu), (a¢hghexkmussnocmo u
besonachocmeb  b6ema-adpenoonrokamopos (Tumonon™*) ne uzyuanace y oemeii), ramanonpocm (c 1
200a), opumonuoun (¢ 2x nem), #Hopumzonamuo 1% no 1 kanie 8 KOHbIOHKMUBAILHBII MEULOK 2 pa3d 8
Oenv [91], nunokapnun™*, oOymuramunocuopoKCunponoKCugheHoKcumMemul Memuiokcaouazon™™ |

bemaxcanon y oemei ¢ 0CHMOPOHCHOCIbIO **,

Bvibop npenapamog 05 neuenuss 8mMopudHoll 21ayKomvl 00CMAmMO4HO CIOJXMCEH, 0OHAKO 6 NocleoHee
8peMsl NOABUNUCL Npenapamsl, OQUYUATLHO pa3peulenHble K npuMeneHuro y oemet (¢ 1 nedenu srcusnu

u op), Hanpumep, oopzonamuod**. Ilpu neagppexmusnocmu newenus paspeuleHHviMu npenapamamil, ¢



UHOPMUPOBAHHO20 co2llacusi pooumenell NayueHma u ¢ paspeulerHus epavedHOl KOMUCCUU

HazHauaromcs u me, ymo opuyuanvHo y oemeti He npumensromes [81,82,83,84,85].

AJZZOpMWZM HA3HAYEHUA NPpOomMuUueo2iayKOMHbIX npenapanioe u Muonu4ecKux Cpé()Cl’l’lS (eunomeH3u8Hblx

cpeocma) npu aHupuOULHOU 2layKome.

— npenapamamu nepeou JUHUU 6bl00pA NPU BPOHNCOEHHOU 21AYKOMe OCMArmMcsa UHSUOUMOpPbl

Kapboanauopasvl u bema-aopenod10Kamopbwl,

— npu evicokom BIJ] nauunams cpasy ¢ KOMOUHUPOBAHHBIX NPENnaApamos, a npu HedoCMamoyHOU
aghghexmusnocmu 0odasiames npenapam uz 0pyeou GapmaKoiocudecKol epynnsvlt (MpocmazianouHbl,

napacumnamomumemuxu) [82,91];

— npuMeHeHue 08yxX U 0Oolee NPOMUBOSIAYKOMHBIX NPenapamos U MUOMUYECKUX CPeOCma
(CUNOMEH3UBHBLIX CpeoCcms) AGNAemcs OOHUM U3 Kpumepues Ol CKopeuuie2o nepexooa K

XUPYPUUECKOMY TIeYeHUIO,

Bpaq-oquaﬂbmwzoe cmankueaemcss ¢ makKumu npo@zeMaMu npu KOHCeEp8aAmMueHoOM Je4YeHuu

AHUPUOULIHOU 21AYKOMbL KAK:
— msdicenvle nopadicenus 2naznou nosepxnocmu ecreocmesue H/ICK;

— NJoXxXasd nepeHocumocmss MeCmHOU 2UNOMeH3UBHOU mepanuu (6 CBA3U C DMUM HUZKUU KOMNIAEHC K

O0anHOU mepanuu y oemetl U 83pOCbIX);

— HeobX00UMOCMb UCHONL30BAHUSL HECKONLKUX NPOMUBOSTIAYKOMHLIX NPEenapamos U MUOMUYECKUX
cpeocme  (SUNOmeH3UBHbIX CpeoCcma) ycyeyonsem po2osudHvle NpooOiemMbl, BKIUAs NOsA8IeHUe

MOYEYHOU Kepamonamuu U peyuousupyrouux 3po3utl, YCUIUSAOUWUX NPOYeCcCbl He08aACKVIAPUIAYUL,

— cucmemmuble noOOYHbIE QQbeeKWZbl MeCmHoU 2UNnOMmeH3UBHOU mepanuu.: sma npo@zera Kacaemc:
npeumyulecn6eHHo Oemed, OHA 3HAYUMENbHO ocpaHnudueaent cCnekmp J1eKapCmeeHHblx npenapamoe

603MOIICHBLIX K NPUMEHEHUIO,

— nobounvle PGexmvl CUCMEMHOU SUNOMEH3UBHOU MepPanuu; UHO20d BPEeMEeHHOe NPUMEHEHUE
UHSUOUMOPO8 KapOOaH2UOpa3vl HeoOXo0umo O0as chudicenus BIJ[, umo mooxcem npusecmu k
UBMEHEHUIO DNIeKMPOIUMHO20 COCMABA KPOBU (HU3KULL YPOBEHb KANUsL), MOULHOME, PBOMeE, CHUNCEHUIO

Qusuueckoti akmusnocmu[62, 63].

3.1.3 HeiipoTpoguueckoe jeyeHue

o PexoMeHayeTcsi MEIMKaMEHTO3HOE HEHpoTpoduueckoe JiedeHue aeTaM ¢ BA w Tiaykomoit ¢
LEJIbI0 COXPAHEHUS M CTUMYJISALIMM 3pUTENbHBIX QyHKUIMNA. Tepanuto ciaenyeT NpoBOJUTh PETYISIPHO
(1-2 paza B rom) [77].

YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB— )



KomMmeHnTapuu: 6 xommniekc Heupompoguueckoeo JieueHus 6KIUaArm HOOMPONHvie Npenapamol
(Opyeue ncuxocmumynsimopsvl U HOOMPONHbIe NPenapamovl), AHSUONPOMEKMOPbl, NOTUSUMAMUHDL.

Tepanuto npo6oosam noo KOHMpoOIeM 8paia-He8pono2a.

3.2 Xupypruueckoe jiedeHue (IOKaA3aHUA K HEOTJI0KHOMY, B TOM YHCJIE
MOBTOPHOMY XHPYPIrU4eCKOMY JICHEHHUI0; METOAbI XUPYPrU4€eCKOro Je4eHus )

3.2.1 MeToabl XMPYPrU4ecKOro JieyeHus rJayKoMbl npu BA

o PexomeHayercsl XUpypruyeckoe JiedeHUE AeTAM ¢ BA mpu pa3BUTUM IIIAYKOMBI JUISI CHHKEHHUS
BIJI. Tonpko XupypruyeckuM METOIOM BO3MOXKHO YCTpPaHUTh HpensaTcTBus OTTOKy BIOK,
CO37aBa€Mbl€ PA3JIMYHBIMUA CTPYKTYPHBIMM AHOMAJIUSMU JIPEHaKHOM 30HBL. [lpm mmaykome 3T0

CpOYHOE WM Hauboyiee paHHEe XUPYPruvuecKoe JICUCHUE MPHU MEPBBIX MPU3HAKAX JIEKOMIICHCAIIUN
raykombl [40, 42, 66-68].

YpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C(ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB— 4)
KommenTtapuu: [lokazanus K HEOMIOACHOMY XUPYPSULECKOMY JIeUEHUIO (6 MOM YUCle NOBMOPHOMY):

— eblcokull yposeHv BIJ], komopwiii He Modicem Oblmb HOPMANU30BAH KAKUM-TUOO OpYeUM MemOOOoM

JAeUYCHUA, KpOMEe XUupypcuiecKkoco,

—  HeBO3MOJCHOCMb OCYULeCMBAeHUS OPYeUX Memo008 JieyeHus (8 mom uyucie HecoonwoeHue
BPAYEOHBIX — PEKOMEHOAYUll,  GbIPAdICEHHble  NOOOYHble — d¢hghekmbl) — uiu  HEOOCHYRHOCHDL

coomeemcmayroujeti MeOUKamMmeHmo3HoU mepanuu,
— no8mopHbvie onepayu HeoOXo0UMo NPOBOOUMb OAXlCe NPU OCTNAMOYHBIX 3PUMETLHBIX QYHKYUSX.

Xupypauueckoe neuenue enaykomvl y oemei ¢ BA nmaxooumcsa é yenmpe neueOnvix meponpusmull,

ocyujecmeiiAdemvblx maxKum OOIbHBIM.
Cyu;ecmeyem osa Uenessvlx HanpaesjlernHusd onepanituéHblx emeuamenbCme npu 6p09fCO€HHOL7 2llayKkome.

llepsoe npedycmampusaem soccmarnosienue (mounee, popmuposanue) ommoka BIJK, nubo 3a cuem
YCMPaHeHUus. Npensmcmeus Ha ee eCmecmeeHHoM nymu, 1ubo nymem co30anusi HO8020 NYymu Ommoxa

enacu (gpucmynol) 8 «06X00» ecmecmeeHHbIX OPEHANCHBIX nymell.

Bmopoe Hanpasnenue xupypeuueckoeo JjedeHus oOemeli ¢ O9MOU Namonocuel NnpeocmasieHo

emeutameinbenmeamu, HanpaesjileHHblMU Ha COKpaujeHue I’lpOdyKZﬂ/ll/l BI7K UUIUAPHBIM MeloM.

o PexoMeHayWTCS CICAYIOMNE XUPYPTHUCCKUE METOIBI (DOPMUPOBAHUS OTTOKA BOASHUCTON BIIaru
netsiMm ¢ BA u maykomoit [66-68]:

— OII€panuru, HAIIPABJICHHBIC HA YCTPAHCHUC OPTaHNYCCKUX HpeHﬂTCTBI/Iﬁ Ha IMyTHU BOHHHHCTOﬁ BJIaru K

Tpabekyne (TOHHOTOMHUS, B TOM YHCIIe C TOHUOIYHKTYpOU; Tpabekynotomus ab interno);,



— BMENIATeIbCTBA (PUCTYIUZUPYIONIETO THIA, MPeaycMaTpuBaioiye GopMrupoBaHuEe HOBOTO KaHaja U3
nepegHel KaMmepbl Iva3a HapyXky, B MHTPACKJIEPaJIbHOE MPOCTPAHCTBO (AMATEPMOTOHUOMYHKTYpA,
MUKpPOJIUATEPMOTOHUONYHKTYpa, TpabeKkyjaoTomust ab externo, omepauus TOHHUOAMUANU3A C

TpabeKymoToMueut ab externo, cunycrpadexymdkromus (CTI) u ee momudukammm).
YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB— 4)

KomMmeHnTapuu: psao 3apybexcnvix KIUHUK npediazaem onepayueli nepeoco 6uvlbopa onepayuio
mpabekynomomuro ab interno u ab externo. Ho kax nokasvieaem npaxmuxa 3mo Xupypeuieckoe
EMeUamenbCmeo  6bl3bl6Aen  CIONCHOCMU 6 JIOKAIU3ayus CKIepaibHo20 CUHYcd 60 6peMs
XUPYP2UUECKO20 Nledetusl, a makxdce Haauuue 3auacmyio Heogackaapuzayuu 6 VIIK oenaem smo 6uo
XUpYypau4ecko2o  JleyeHus  mpyoOHOPeanusyemMviM U  CEA3AHHLIM  C  NOBLIUEHHbIM — PUCKOM

uUHmpaonepayuoOrHblx cemoppacudecKux OCJIOJCHEHU.

Haubonee cmabunvuwiii cunomensusuviii. d¢pghpexm umeem onepayus CTOD. Oma mooughuxayus
XUPYPSUHECKO20 BMEUAmensCmea npeciedyem yeib GopmMuposanus Gucmynvt us nepeoHell Kamepol
2naza 8 UHMPACKIEpaibHOe NPOCMPAancmeo  (00vem  KOmopoco pacwupsemcs — 2ny00Kol
ckaepaxmomueti). OcobeHHOCMbIO NpU NPo8edeHUU OAHHO20 XUPYPSUUECKO20 BMeUulamenbCmed y
oemeil ¢ aHupuouell AGIAEMCs UcceyeHue mpadekyivl 0e3 GblNOIHEHUS NOTHOYEHHOU 0a3albHOU
upuosKmomuu 1 Oonee WUPOKoe ucceyeHue mpadeKVIsAPHOU 30Hbl, KOMOPOe CEI3AHHO CO
CKIOHHOCMBIO K NOCIEONePaAyUOHHOMY uodpo3y y smotl epynnsvl nayueHmos. Tak sce peKomeH008aHo
bonee mwamenvbHoe HAKAAOLIBAHUE CKIEPATbHBIX WB08 U YULUBAHUE KOHBIOHKMUBHL Ol UCKIIOYEHUS]

nOCJZGOI’lepCll/ﬂ/lOHHOlZ CUNOMmMoOHUU.

e Pexomenayercss momuduimpoannas CTD ¢ anmmkaimeil ¢ 1ebl0 YMEHBIICHUST pyOlleBaHUS
TKaHEeW W/WIM TPUMEHEHUE MMIUIAHTOB (IPEeHaKHBIE yCTpOHCTBa) NMeTsM ¢ BA u mmaykomoil mpu
OTCYTCTBUHU 3(P(eKTa OT BBILICIIEPEUUCIECHHBIX ONEpauui s HOpMalu3auuu o(TaJbMOTOHYyCA
WIN B Ka4eCTBE OMNEpalMM MEPBOrO BbHIOOpA MpH HAIMYUU (PAKTOPOB PHUCKA U MPEANoIaraeMoin

yOXKICHHOCTH B Hed(DPEKTUBHOCTH Kitaccuueckoi metoauku CTD [66].
YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JJOKA3aTEIbCTB— 4)

Kommenrtapuu: Credyem ocmopodxcHno ucnonv3oeams mepanuio, HANPAGIEHHYI0 HA YMEeHbUleHue
pyoyesanus mkaHeu (21HOKOKOPMUKOCMEPOUodsl - Hauopoxopmu3on™*), yuumwvieas 6vlCOKUll puck

npoepeccuposanusi AK nocine ux npumenernus Ha ghone cywecmeayrouei HJICK.

B nocnednue 200vl npu NosAGNEHUU COBPEMEHHBIX XOPOULO NEPEeHOCUMBIX OemCKUM  21a30M
KOHCMPYKYULi OpeHadiceli NpuopumemHul;M HAnpasieHuem 6 Xupypeuu 2iaykomvt npu BA cmano
npumMeHeHue OpPeHAdCHbIX YCMPOUCmE 6 Kayecmee onepayuu nepeoco evibopa. Illpumenenue
UMNIAHMAMOo8 (OPEeHAdNCHble YCMPOUCMBA, KIANAHO8) DAIUYHLIX MOOUPUKAYULL He Npeocmasisem
0CO001l CNLOACHOCMU U NO36075em NPOOUMb 2UNOMEH3UBHYIL dhdhekm onepayuu U yCmMaHo8Umby
Koumponupyemulii yposenv BIJ]. Ho npu evibope Oannoti maxmuku neuenus y oemeil ¢ aHupuouetl

HAO00 yuumvl8ams GblCOKUL PUCK AKMUBHO20 PUOPO3HO20 npoyecca 8 NOC1e0nepayuoOHHOM nepuoode.



o PexoMeHayIOTCS XUPYPTHUECKUE METO/BI, HAIIPaBICHHBIC HA YMEHBIIICHUE CEKPEIIMH BOASHUCTON
Biaru (JlazepHas TpaHcckiepalibHas IUKIOKOATYISLMS, AUATEPMOKOAryisiius) AeTsM ¢ BA u

raykoMor 1pu Hed(HEKTUBHOCTH XUPYPrUUYECKOTO JICUCHUS HAIMpPaBICHHOTO Ha YIyYIICHHE
ortoka BI'K [42, 51].

YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB— 4)

KOMMeHTapI/lI/IZ B ocnose smux xupypeudeckux emeuwlameibCme Jedcum memnepanityproe
go30eticmeue HenocpedcmeeHHo Ha yuruapHsle ompocmkKu, aubo Ha numarnowue ux 3a0HUe ONUHHbIE

yunuapHvle apmepuul.

JlazepHyl0 TpaHCCKJIEPAIbHYIO UIHMKIOKOATYISIUIO uYauje HpoBoOoam 68 HEeCKOIbKO 3MAanos.
3aoeticmeyrom me 6onvwe 2x KeadpaHmos 3a oO0uH sman. 3adaya emeulamenrbcmea 00Cmutb
Hopmanuzayuro BIJ/] 00 HopmanvHblx 3Hauenue uiu 00 3HaA4eHull no3eoAA0uUX Hopmanuzoeamos BIJ]
npu NoMowu UHCMULIAYUU 2UNOMEH3UBHbIX Kanelb. Medxcdy smanamu Xupypeuueckoeo JedeHue
JHCENAMENbHO BbIOEPICUBAMb He MeHee mpex Mmecsayed 0nsa cmaodunuzayuu nokazameneu Bl u

pe30p6uuu 60CNAIUMENbHO20 npoyecca 6 30He onepamueHoco emeutamenbenied.

[uamepmoroazynsayus 3a0HUX OTUHHBIX YUTUAPHBIX apmepull npeoyCMampueaen HenocpeoCcmeeHHoe
mepmu4eckoe MpaHcKIepalbHoe 6030eUcmseue Ha COCyOucmoe pycio, 4mo npusooum K adrayuu

coCy008, HapyuweHUuIo KpoBOCHA0ICeHUs U CHUMCceHUuto npooykyuu BI 7K.

llocne ewvinonnenusi onepayuii «Yuki100eCMpyKmMueHo20» NI1aHd, pebeHKy Ha 2—3 OHA HA3HA4anm
2pynnvl UHSUOUMOPO8 KapOOaHUOpaszvl 6HYmMpb 6 603PACMHOU O003UPOGKe, KOMOUHUPYS, MAKUM

0bpazom, xupypeuieckoe u MeOukameHmo3Hoe nooasisawujee gozoelicmaue Ha yuiuaproe meino [92].

Bulweusnoscennvle xupypeuweckue emeuamenbcmea no CcHudcenuro npooykyuu BIJK, cayscam
anbmepHamu8ou mpaouyuOHHbIM MEMoOaM XUpypeuiecko2o eyeHus y MHO2OKPAmMHO ONepupo8anHuLX

Ooemetl U AGIAIOMCI ONEPAYUAMU 8b1OOPA Y Oemell C 2AYKOMOU 8 MEePMUHATIbHOU CIAOUlL.

3.2.2 Xupypruueckoe jedyeHne KaTapakTol npu BA

o PexoMeHnayercsi MpOBEACHUE XUPYPTrUICCKOTO BMEIIATEIHCTBA — (DAKOACTTUPAIINH WITH aCITUPAIIHH-
uppuranuu BpoxeHHoM karapakTbl (BK) c\6e3 ummnanranuu natpaokymnspaoit nunssl (MOJI) B
3aBUCUMOCTH OT XapaKTepa MOMYTHEHHUS XpYyCTallMKa U HAJIMYUS COMYTCTBYIOLIEH MaTOJIOTUH Ta3a
y nereil ¢ BA u karapakToil npH BbISBICHUN BBIPAKEHHBIX U3MEHEHHUI XPYCTAJIMKA, BHI3bIBAIOIIUX

3HAYUTEIBHYIO 3PUTENBHYIO AenpuBaiuio [42, 69-73].
YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb TO0CTOBEPHOCTH JOKA3aTEIbCTB— 4)

KomMeHTapuu: ernasubvim ghakmopom npu onpeodenenuu CpoKo8 Xupypeuiecko2o MeuamenbCcmaea, Kaxk
npu 08YCMOpPOHHEU, MaKk U Hpu OOHOCHMOPOHHEU KAmapakme HA AHUPOUUHBIX 21a3ax A6NAemcs
BLIPANCEHHOCMb NOMYMHEHU XPYCMAIUKA, ONpedenrsiowascs Qopmol Kamapakxmsl, Guusouell Ha

Gopmuposanue 3pumenbHuiX QyHKYUll pebEHKA 8 CeHCUMUBHBLU NEPUOO.



Xupypeuueckoe neuenue BK y demeti ¢ BA noxazano npu nanuuuu onmu4ecku 3HA4UMbIX NOMYMHEHUl
XPYyCmanuka, pacnoia2arumuxcs 600jb 3pUmMenbHOU 0CU 21434 U 8bl3bl8AIOUWUX CHUNCEHUE 3PUMETIbHBIX
@yukyuii. Kax npasuno, menpocpeccupyrowue nonsapuvie NOMYMHEHUS XPYCMAIUKA 6 YCLOBUAX
OMCymcmeus. paoys#CHoU 0DONOUKU He OKA3bl8arom O0enpusupyrouje2o 0eucmeus U He HyHcoaromcs 8
paHHem xupypauieckom emeuiamenscmee. OnepamusHoe emMeuamenbCmeo Moxcenm Oblms OmMcpo4eHo
00 bonee cmapuie2o 803pacma 8 3a8UCUMOCHU OM OUHAMUKU NPOSPeCcCUPOBaAnUsl KAMAPAKMALIbHbIX

I’lOMymHeHMIZ U CHUSNCEHUAL ocmponibl 3PEHUA.
Xupypeuﬂ Kamapaknisl y nayuernmoes ¢ aHupudueii Ce6i3aHa ¢ onpedeﬂeHHblMu CIIOMHCHOCMAMU.

— pacuem cunvt UOJI 0o onepayuu moodicem Ovimeb 3ampyOHeH U3-3a HeCMAaOUlbHOU NOBEPXHOCU

anasa, Hucmaema u nOJIAPHBbIX Kamapaxkni,

— pasmep, OIUHY paszpe3a U MeCmo PACHONLOHNCEHUS HeOOX0OUMO MUamelbHO NpooyMams, Ymoobvl

uzoescamov 603HUKHOBEHUS UL 06ocmpeHuﬂ AKy amux nayuerHmaos,;

— uccneoosanue Kancynvl Xpycmaiuka nOKA3alo CHUdMCeHUe monuuHbl kancyasl y oemet na 50% no

CPABHEHUIO C HOPMAJIbHbIM KOHMPOJIEM,

— U3-3a 2UNONJACIMUYECKOU PAOYHCHOU 000NI0UKU, NPUBOOAuell K OMCYmcmeulo YuiuapHou 60po3ovl
npu  AQHUPUOUU, UMNWIAHMAYUS 6 KANCYIbHbIL MEUlOK SA61Aemcsi eOUHCMEEHHbIM BaAPUAHINOM

UHMPAOKYIAPHOLU KOppeKyuu apaxuu.
Cospemennas mexnonocus Xupypauu Kamapakmaol 6KI04Aem.:

— MOHHENIbHbIE pPOCOBUYHbIE UNU KOPHEOCKIEPANbHble MUKpopadspe3bl C nowze@yiow;eﬁ WoBHOU

¢MKCCII/;L{€L{V OCHOBHOCO pas3pesa, 6blNnoJIHeHUe napayeHme3os Ha 3u9 yacax,
— UCNOJIb306AHUE COBPEMEHRHDBIX BUCKOI/IACNUKOB o 3aujuniol SHOOMeEN U pozosuybl,

— npumenenue OuhhepeHyupoBanHvIX MemoouK nepeoHe2o Kancyiopekcuca ¢ @GopmuposaHuem
MUHUMATIbHO20 ouamempa (menee 5 mm) 0aa 6bonee cmabunvrou ¢puxcayuu HOJI 6 kancyrvrom

meuiKe,
— annapamuas Ui MamyaibHas ACNUPaAyUs-uppucayusi XpyCcmaiuKkoesblx Macc,
—9HOOKANCYIAPHAS umnianmayus euokux axpunogvix MOJI.

Meronuku (hakoacmpamniy KaTapakThl COOTBETCTBYIOT MeToAukaM 1o ynanennio BK 6onee mogpoOHO
omnucansoi B KP mo BK.

o PexoMeHayeTcsi TIpoBeACHUE KOHCEPBATUBHOTO MEIWKAMEHTO3HOTO W TIPU HEOOXOIUMOCTH
XUPYPrU4YeCKOTO JICUeHHs y naeredl ¢ BA 1ipu pa3BUTUM HWHTpPAa- W IOCICOINEPAIlMOHHBIX
ocioxxkHeHui [33,40, 42,74].

YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JJOKA3ATEIbCTB— 4)



KommenTapuu: sasicno 3wamv, umo Xxupypeuueckoe 8Meuamenbcmeo (no nosody 21ayKomvl U
Kamapaxkmsl) Modcem cnposoyuposams npoepeccuposanue AK, xupypeus enaykomvl Mmodcem
CMUMYIUPOBAMb OUCIOKAYUIO U NOMYymHeHue xpycmanuka. [lo oannvim aumepamypol Haubolee
PACNPOCMPAHEHHBIM OCJLONCHEHUEeM XUpPYpeuu Kamapakmoul Obllo pazsumue 21ayKoMHO20 npoyeccd,
mpebyoue2o 6 OanvHeluwem OONOTHUMENbHLIX AHMUIAYKOMAMO3HbIX BMEULAMENbCmE C Yelblo

Hopmanuzayuu Bl J].

Baoicno 3namv, umo omcymcmeue paoyicku, , HOTUMOPDUIM 8bIAGNIEHHbIX USMEHeHUU 21a3d, 8 mMom
yucne nHanuyue HJICK obycrnosenueaem ocobennocmu unmpa- u nocieonepayuonno2o meuenus AK u

8aUsLeM HA UCXOObL Xupypcuieckozo j1ed4eHus u Ha npocHos 3a00/1e6anUsl.

Ocnooichenue Xupypeuueckoeo 6meulamenbcmed, OnucauHoe monvko npu BA — anupuouunwli
@uoposnvii  cunopom  (ADPC), npedcmasnsiem  cobou  uoposHvILL  pPYOYOSBILL  npoyecc,
ACCOYUUPOBAHHDILL C PA3GUMUEM SUNOMOHUY, CHUdCAloujee 3pumenvhvle QYHKYuU U 6 psaoe Ciyuaes

npusoosuiee Kk cybampoghuu 2nasa.

Hebnazonpuamuvimu  ghaxmopamu, OCILONCHAIOWUMU —NOCTEONEPAYUOHHOE MeyeHUe NepeUdHoll
2NAYKOMBL, CIYAHCAmM U30bIMOYHOE PyOyesanue U aKmueHas peceHepayusl, 8bi3vleaemas npoaugepayuetl
PubpoOIACO8 MEHOHOBOU KANCYIbl U INUCKIEPbL 68 001ACMU ONEePaAmuU8HO20 eMeulamenbcmed. Y
oemeitl ¢ anupuouell npoyeccol NPoIUPepayull 8 30He EMeuamenbCmed 6 PaHHeM noCi1eonepayuoHHOM
nepuooe Oojee AKMuHul, Yem Y OObIUHbIX Oemell U B83POCIbIX, 4mMO 00bsACHAem 0ollee HUZKYIO

P ekmusHOCMb AHMULTAYKOMAMOZHBIX ONEPaYUli NPuU JeueHuu ayKoMbl.

Pybyesanuio 6 30me Xupypeuueckozo 6030eucmeusi Ccnocoocmeylom: HedoCmamounsli o00vem
uccexkaemou yacmu mpadoexynvl, 3aKpbimue 30Hbl Onepayuu SOHUOCUHEXUAMU, KOMOopble ABIAHMCA
NOCeOCMBUAMU NOCTEONEPAYUOHHBIX UPUMOE U KPOBOUZIUAHULL 8 NepeoHIO Kamepy, NO8blUIEHHbLE

clunduesle npoyeccasl .

Cogpemennvle cnocobwvl, npenamcmeyrouue UsdbIMOYHOU nponugepayuu, 8KIOUAIOM: YMeHbUleHUe
MpasmMamuyHoCmy  Onepayuli, wupoKoe uccedeHue KOHBIOHKIMUBbL U INUCKIEpbl, NpUMeHeHUe

2NIIOKOKOPMUKOCEPOUO08, (hepMeHmHbIX B BHUAC CYOKOHBIOHKTHUBAJIBHBIX WHBEKIHUN [86]) u
anmumemadonrumos [87,88,89,97,98].

Kpome uzbbimounoeo pybyesanusi, sgpgexm anmueiaykoMamosHvlx Onepayuil 3asucum om psod
OpY2UX OCHONCHEHUL: CUHOPOM MENKOU Kamepvl, yuiuoxopuouoarvuas omciouxa (L[XO), cughema,

MAKyIsPHbLL OMEK.

Cunopom menkou nepeouell Kamepvl 8 NOCIEONEPAYUOHHOM Nepuode Moxcem Oblmb CEA3aH C
yeunennou @urvmpayuer BIJK uepe3 nocneonepayuonnyio @ucmyny, Haaudwuem HapysiCHOU

Qurvmpayuu ecredcmaue nioxou a0anmayuu KOHbIOHKMUBAIbHO20 paspesa, a makaice L[[XO.

Cambim yacmolm cpeou 6cex NOCleonepayuoHHbIX OCJLOXCHEHUN y oemell ¢ anupuoueli ommedeHd
LXO. Ilepenao BIJ], so3nuxarowuii 60 epems onepayuu, s6aemcs NYCKOBbIM MEXAHUIMOM K
KIUHUYECKOM)Y NPOSABIEHUI0 COCYOUCMOU NAmoNo2uU, a OMCYMCMEUe paoy*CKu CHUNCEHUIO

aghhexmuenocmu meouxamenmosnotu cmadbunuzayuu Bl J].



Meouxamenmosnas mepanus L[XO exniouaem  2110KOKOPMUKOCEPOUODL, NPOUIBOOHbIE KCAHMUHA
#rogpeun™* u Op. Aumuxonunspeuueckue cpeocmea ne 3gpgexmusenvl. Ilpu omcymcemeuu 3gpghexma
NOKA3AHO XUpyp2uyecKoe jedeHue 6 8ude- 3a0Hell CKIePIKMOMUU U 8bINYCKANHUS CYNPAXOPUOUOATbHOTU
AHCUOKOCMU.

B pannem nocneonepayuonnom nepuooe moxicem pazeumuvCs peyuous eunepmeH3uu aubo eciedcmasue
O10Ka0bl 30Hbl MPAOEKYAIKMOMUU OCIMAMKAMU KOPHS PAOYICKU (eCii eCmb YACMUYHASL AHUPUOUSL) U
XPYCmanukogotl O10Kkaoe (YUruoxpycmaiukogulil OJ10K) 1ub0 pazeumuro CIunyuU8020 NPoOYecca mMexicoy
JIOCKYMAaMu CKJiepbl Ul KOHBIOHKMUBLL. B smux ciyyasx pexomeHOyemcsi KOHCep8amusHoe nedetue,
npu omcymcmeuu 3gpgexma om Komopozo 6 meuenue 5—7 CYMOK 603MONCHO NPOGeOeHUe peGu3uUsl

30HbL onepayul (HUOIUH2) C Yelblo PA3beOUHEHU. CIMPYKMYP NPensmcmeayiouux evixooy BIJK.

Ilpu obpazosanuu nIOCKOCMHBIX CUHEXUL MeXHCOY KOPHEM PAOYICKU (NpU YACMUYHOU AHUPUOUU) U
30HOU 6HympeHHeu Qucmynvl pekomenoosana HAI-nazepnas pegucmynuzayus (no ne nosoce 1

mecaya nocie pazeumus CpaujeHus).

i PeKOMeHIlyeTCﬂ MNPUMCHATL IPOTHBOBOCIIAJIMTCIIBHBIC U aHTI/I6aKTepI/IaJ'IBHLIG nperaparbl BCEM

netsim ¢ BA npodunaktuku nHQEKIMY U BOCHIATICHHS B TIOCJIEONEpaliioHHOM niepuoze [77].

YpoBensb yoeaureabHocTu pekoMmenaanuii C (ypoBeHb 10CTOBEPHOCTH JOKA3aTEIbCTB— )



4. MeaquuMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE OKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

o PexomeHayercsi KOppeKius aHOMAIUW peppakiuu BceM AeTsM ¢ BA C 1enpio MOBBIIICHUS
OCTPOTBHI 3peHusi (MpU aHUPUIUU BBISIBISIOTCS MHOIHUSA, TUIEPMETPOIHUS, aCTUTMATU3M).
Pexomennyetcst [Tonbop 04KoBOI KOppEeKIUU 3peHUS: 00€ Mapbl OYKOB JOKHBI UMETh YD-PHIBTp
(UVA u UVB 0650K) s cBeta ¢ aiuHou BoiHbI O6osee 400 HM; ofjHA TMapa OYKOB JIOJDKHA UMETh
nerkoe 3areMHenre Ha 20% (s moma W 0OJaYHBIX JHEW Ha YIWIIE), pyras mapa OYKOB JODKHA
ObITh 3aTeMHeHa Ha 80% (Mg ynmuIel B coiHeuHble JHM). OQHAKO TPH OTCYTCTBHUU Yy peOcHKa
dboTodobun, MOKHO Ha3HAYATh OYKOBYIO KOPPEKIMIO C U3HAYAIBHO MPO3PAYHBIMU, HO TIPH 3TOM C

OnmoxupoBKoi cuHuX cBeToBbIX Hyuei (L400) u potoxpomusiMu auH3amu [40, 42]
YpoBennb yoenureabHocTH pekomenaanuii C(ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

o Pexomenayercsi monaJep:KKa pPAaHHETO 3PUTEIBHOTO pa3BUTHUA BceM JeTsiM ¢ BA ¢ uenbio
CTUMYJIMPOBAHUS UHTEpECa PeOCHKA K 3pUTEILHOMY U3YYCHHIO OKPYKAIOIIETO MUPA; TTOMOTAOIIIAs

o0IeMy pa3BUTHIO peOCHKa, YCKOPSIONIEe €ro JBUTATeNIbHOE, COIHAIbHOEC M KOTHUTHBHOE
pazsurue. [40, 42, 76].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIHCTB— )



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

o Pexomenayercs gucnaHCcEepHOE HAOMIOIECHUE, KOTOPOE SIBISIETCS HEOOXOIUMBIM JIJIsl BCEX JIETEU U
noJpocTkoB ¢ BA u coueranHoil ¢ Hell marosorueil. /letm ¢ mopo3peHHeM Ha IVIayKOMy WIH
YCTAHOBJICHHBIM JMAarHO30M CTaBATCS Ha JUCIAHCEPHBIM y4eT B MOJUKIMHUKE C YacTOTON
OCMOTPOB TIOCJIE XUPYyPTUUECKOTO JIeUeHUs uepe3 1 MecsIl, mpu cTaduiibHOM TedeHur — | pa3 B 3—6
MecsieB. OueHb BaKEeH peryisapHbii KoHTpoib 3a BI/I, pasmepamu mia3a, octpoToil 3peHus. Becem
AETSAM MPOBOJAT KOMILJIEKC 00CIeI0BaHUH BKIIIOYAIOIINN OLIEHKY COCTOSHUS TIEPEIHEr0 U 3aJHETO
OTpE3KOB Iasa, usMepenue BIJl, nuamerpa poroBuilsl, IXPUHBL IUMOa, onpenenaeHue pedpakiumuu
U 3pUTENbHBIX (QYHKIUN (MO0 BO3MOXHOCTH). [I1aHOBBIE OCMOTPBI U BBISBICHHUE OCIOKHEHUA —

OCHOBHas 11€JIb MEIUIIMHCKOTO conpoBoxaeHust BA [40,76].
VYpoBennb yoenuteabHocTH pekoMmenaanuii C (ypoBeHb JTOCTOBEPHOCTH J0KA3aTeNbCTB— 4)

o PexoMeHayeTcsi MEIMKO-TEHETUYECKOE KOHCYJIBTHUPOBAHHME CEMEHN, OTATOIIEHHBIX 10 BA:
oOcienoBaHWe BCEX WIEHOB CEMEH C Yy4YeToM KIMHUYECKOro MOoJMMOp(pu3Ma (HETOIHBIM
MPOSIBIICHUEM KIIMHUYECKOTO MOPTPETa); MOJEKYISIPHO-TeHETHUECKasi JUarHOCTUKA YJICHOB ceMei
C MHUHUMaJIbHBIMH KIMHUYECKUMHU TpU3HAKaMU 3a00JIeBaHMs, pacdyeT TeHETHYECKOrO pHCKa,

IUIAaHUPOBAHUE U BeJeHUE OEPEMEHHOCTH COBMECTHO C BpauOM-T€HETUKOM [6, 43].

YpoBenb yoenuTejbHOCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JI0KAa3aTEIbCTB— 4)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

e [Ipu Hanuuuu y peGeHKa MOJ03pEHNs Ha HAJTMUYUE aHOMAJIMU Pa3BUTHsI NIEPEHETO OTPE3Ka Ias3a u
QaHUPUJIUKA WM TIOATBEPXKIACHHOTO JuarHo3a BA yuacTkoBble BpauM-NeUaTpbl, Bpaud OOIIeH
MPAKTUKU (CEMEHHBIE Bpau) HAIPABIISIOT JIETEH Ha KOHCYJIbTAIMIO K Bpauy-odTamsmoinory. Bpau-
o TanbMOJIOT OIICHWBAET COCTOSIHHE TJia3a, MPOBOJUT OOCIIEIOBAaHUE, BKIIOYAIOIIEE METOIbI
MHCTPYMEHTAJIbHBIX WCCIENOBAaHUN JUIsl yTOUHEHUs: auarHosa. [Ipm HeoOXxoamMocTu mpoBeaeHUs
JUAarHOCTUYECKUX IPOLEAYp C IPUMEHEHHWEM aHECTE3UM JIE€TH HaIPaBIIIOTCS B JETCKOE

O(I)TaHBMOJ'IOFI/IquKO€ OTACIICHUC.

e [lpy HanuuuM MOKa3aHWM K XUPYpPruyecKoMmy JiedeHuto y peO€Hka ¢ BA u ycTaHOBIEHHBIM
JMArHO30M TJIAYKOMBI UW,/WJIM KaTapakThl, JaHHOE JICUYEHHWE OCYILIECTBISETCA B YCIOBUSIX
CTallMOHapa B JIETCKOM O(TabMOJIOTHUYeCKOM oTaeneHuu. [locne okazaHuss MeTUIMHCKON TOMOIIN
peOEHOK HampapisieTCs B AETCKUN OPTaIbMOIIOTMUECKU KaOuHeT. B nanpHelineM oH HaxoauTcs
MoJl JUCMNAHCEPHBIM HaOIIONEHHEM Bpaya-oraibmosiora JETCKOro O(TalbMOIOTHYECKOTO

KaOuHeTa.



7. JlonosiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0] 3200/1eBAHUA UJIH
COCTOSIHUSA)

['eno-ghenomunuueckue koppensayuu.

AHaM3 TeHO-()EHOTUIIMYECKUX KOppesiuuid Mexay TurnoMm nedexra jokyca reHa PAX6 wu
MOPaKEHUEM PA3TMUYHBIX CTPYKTYp IJa3a MO3BOJIWII BBISIBUTH OoJjiee MSATKUN (DEHOTHN Yy MAIMEHTOB C
XPOMOCOMHBIMU  JIeJIeNUsIMU ~ 3'-yuc-peryaaTopHoi obnactu reHa PAX6, HE 3aTparuBarOIIUMU
KOJUPYIOLIYIO TOCJIEA0BATEIbHOCTb. Y MAalMEHTOB ¢ 3TUM TUIOM llpl3 XpoMocomHBIX nenenui
JIOCTOBEPHO Yallle OTCYTCTBYET KepaTonarus, TUIoIuia3us goBea U HUCTArM. BBISBICHO Takxke, YTo y
naneHToB ¢ aenenusMu WAGR-o6mactu mosnoxeHue JeleliMd Ha XPOMOCOME BIHMSIET Ha PHUCK
pasButus HedpobOmacToMbl. OmMyxosib Pa3BUBAETCS JOCTOBEPHO IPU BOBICYEHHOCTH B 00JIacTh
neneunu jgokyca resa LMO2 (11p13 OMIM*180385), koqupyoiero cynpeccop omnyxojeBoro pocra
«mpoteud 2, conepxamuii LIM-nomen». Takum o6pazom, eciau B pesynprare JIHK-muarnoctuku y
MalreHTa BBIIBIICHA XPOMOCOMHAS JeNenus 3'-yuc-peryasaTopHor oomactu reHa PAX6, To TIporHO3
TedeHUsl 3aboseBaHus Ooisiee OJNArONPUSATHBIN, YTO, OAHAKO, HE OTMEHSET HEOoOXOAUMOTo MJis
NOJJepKaHUsl 3pEHUsl Yy TaKuX OOJBbHBIX YXOJa W MOHMTOPHHra. B 4YacTHOCTH, pUCK pa3BUTHS
I71ayKOMBI y OOJIBHBIX C AeNenus 3'-yuc-peryiaTopHoi 00JacTH OCTAETCSl TAKUM e BBICOKUM, KaK U 'y
OCTaJIbHBIX manueHToB ¢ BA [78].

[Ipu onpexnenenuu y namueHTa ¢ anupuaueit xpomocomuoit aenenun WAGR-o0nactu, y Hero pesko
BO3pacTaeT puck pa3Butus HedpobdracTtombl 10 50—70%, ecnu ke BBISBICHHAS JEICIUS 3aXBaThIBACT

jokyc rena LMQO2, >tot puck nossimaercs 10 90%.

OTHU CBENEHHUS MOTYT U JOJKHBI OBITh HCIOJIB30BaHbl T€HETUKAMHU TPU MEIAUKO-TEHETUYECKOM
KOHCYNbTUpoBaHUU O0NbHBIX ¢ BA u cungpomom WAGR. ADC — 3TO OCIOXXKHEHHE, CHIDKAIOIIEE
3putesibHble (PyHKIMHU, omucaHHOe Tojibko mpu BA. Ilpencramnsier coboii (puOpo3Hbiii pyO1IOBHIN
Mpoliecc He BOCHAIUTENILHOTO T'€HEe3a, aCCOLMUPOBAHHBIN C pa3BUTHEM TMIIOTOHUU U (pTH3HCA I1a3a
[79], BO3HUKAOIITUH TTOCIIE XUPYPIUUIECKUX BMeIaTeabCeTB. st Toro uTo0b! n36exars pazsutue ADC
WIM TIO3IHUX OCJIOKHEHUH, TAKMX KaK XPOHUYECKUN YBEUT, JKEIAaTeJIbHO BBIIOJIHATH MUHUMAaJIbHbIC
XUPYPrUYECKHE pa3pe3bl, MNPHUMEHSATHh JIACTUYHbIE HEOKPAIICHHBIE HHTPAOKYISIPHBIE JIMH3BI U

WCKJTFOYUTHh UMITJIAHTAIMIO UCKYCCTBEHHBIX TradparM, UMAUTHPYIOIMHUX Pady>KHYIO TKaHb [79].



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

No YpoBeHb YpoBeHb
Kputepun kavecrea y6eantenbHoCTH AOCTOBEPHOCTU
pekoMeHAaunmn AOKa3aTesibCTB
1 BbinonHeHa 6MOMUKpPOCKONUS rnasa C 4
2 BbinonHeHa opTanbMOTOHOMETPUS C 4
3 BbinonHeHa ynbTpasBykoBas buomeTpus rnasa C 4
4 BbinonHeHa odTanbMockonus C 4
5 BbinoniHeHa noAaTeepxAalolwas MonekynspHasa AauarHoctuka BA wn cuHapoma C 3
WAGR
6 OnpeneneHbl nokasaHus K XUpypruyeckomy BMeLlaTeNnbCTBYy It C 4
MeANKaMeHTO3HOM Tepanumn
7 BbinonHEHO oOkasaHuve odTanNbMONOrMYECKOW XUPYPruyeckor mMoMowmn npu C 4
HaIM4ynKn rnayKoMmbl
8 BbinonHeHO oOkasaHWe OodTaNbMOSIOrMYECKON XUPYPruyeckor MnoMoLwn npwm C 4
HaM4ynn KaTapakTbl
9 BbinonHeH noabop MpOTUBOrIayKOMHbIX MpenapaTtoB M MUOTUYECKUX CPeACTB C 5

(rMnoTeH3uBHbIX cpeacTB) (aHanorm npocrarnaHamHoB, 6eTa-agpeHobnokaTopsl,
WHIMOUTOPbI kapboaHrngpassl, AHTUXONUHIPruYeckmne CpeacTsa,
napacMMnaToMMMETUKUN MPU HANTMUUKN FNayKOMbl
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IIpuaoxkenue Al. CocraB padoued rpynnsl mno
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

1. Karapruna Jlronmuina AHAToJIbeBHA - PYKOBOAUTENb TPYMIbI, TIaBHBIA BHEIUTATHBIA CHELUATIUCT
netckuil opranbmonor MunucrepcTBa 3apaBooxpaneHusi PO, 3amecTurens TupekTopa Mo HaydHOM
pabore ®I'BY «HarmoHanbHBIII MEIUIIMHCKUN HCCIIEIOBATEIBCKUM IIEHTP IVIa3HBIX OOJie3HEH WM
I'enbmroneua» Munzapasa PO mpodeccop, n.m.H., Mocksa; uien npesuauyma OOiiepoccuiickon
OOIIIECTBEHHON OpraHM3aluu «Accoruamus Bpadeii-ohTanabMonoroBy, uieH npesuanyma OOmiectna
odtanpmonoroB Poccuu, TaBHBI BHEMITATHBIA CHEIUANUCT ACTCKUW odTamemonor M3 PO,
npeacenareynb NpoPuIbHON KOMUCCHM TI0 JAeTckoil  odrtanmpmonorun M3  P®D, 3amecturens
npeacenarens npoguiabHONH Komuccuu 1o odrTampmonorun M3 P®, 3acmyxeHHbiii Bpad PO,

3aCIIyKEHHBIN AesaTenb Hayku, MoCkBa;

2. 3unueHko Pena AOynb(da3oBHa — 3aMecTUTENb AMPEKTOpa MO HAYYHO-KIMHUYECKOW pabote
OI'BHY «Menuko-reHeTHYeCKHiT HaydHBIH IEHTP», 3aBEAYIONIUN J1abopaTroprel TeHETHYCCKON

AMUIEMUOJIOTHH, TIpodeccop, A.M.H., MOCKBa;

3. bapanoB Aujekcanap AJEKCaHAPOBHY - COBETHHK pykoBonutenss HUM nemmarpum w1 oXpaHbl
3nopoBbs Aeteit [IKb PAH, mouetnsiii npe3unent Coro3za neauarpoB Poccuu, mpodeccop kadempsi
neauarpuu U nerckoil pesmaronorun @IAOY «Ilepsoiii MIMY um. .M. CeuenoBa» Mun3znpasa
Poccun (CeueHoBckuil YHUBEpPCUTET), INIABHBIM BHEWITAaTHBIM cCHEHHAIUCT nenauarp MuH3npasa

Poccun, akan. PAH, npodeccop, a1.m.H., MockBa;

4. Hama3oBa-bapanosa Jleitna CeiimypoBHa - pykoBoautens HUM nmenmarpum u oXpaHsl 310pOBbS
nereir [IKb PAH MunucrepcTtBa Hayku ©W BhICHIETO OOpa3oBanus P®, 3aBemyromras kadeapoi
dakynpTeTcKOW menuaTpun neauarpudeckoro ¢akyasreta GI'BOY BO «PHUMY wum. H.U.
[Tuporosa» MunznpaBa Poccuu, riaBHbIN BHEIITATHBINA AETCKUM CHEIUATUCT MO NPO(HIaKTHYECKON
MeauimHe MunsnpaBa Poccuu, raBHBIN BHEIITATHBIA JAETCKUN CIEHUAIUCT MO MPOPUIAKTHIECKON
Mmenuimae MunszapaBa Poccun, npeacenarens NITAG P®, IIpesuaent Coro3a neguarpoB Poccun,
nacT-npe3ugeHT EBpomneiickoit memuarpuueckoit accoumanuu (EPA/UNEPSA), akaan. PAH,

npodeccop, 1.M.H., MOCKBa;

5. KagpimeB Butanuit BuktopoBmu — 3aBenyrommii kadeapoir odtampmoreHetuku WBuJlIlO,
PYKOBOJUTEIh HAYYHO-KJIMHUYECKUM IIEHTPOM TI'€HETHUKHU IJIa3HbIX OOJe3HEeH, BeAyIIMM Hay4YHBIH
COTPYIHUK Jlaboparopuu reHeTnyeckor snuaemuonoruu GI'BHY «Menuko-reHeTndeckuii HaydYHbIN

LIEHTP», Bpau-Te€HETUK, Bpa4-0()TaTIbMOJIOT BBICIIEH KBaTU(DUKAITMOHHON KaTeropuu, K.M.H., MOCKBa;

6. CyxanoBa Harenna BaxrtanroBHa — HayyHBI COTPYAHHMK JIaDOpaTOpUu TIE€HETUYECKOU
snuaemuonorud ®I'bHY «Menuko-renernyeckuii Hay4HbIN HEHTP», Bpad-odTaabmonor, wieH Coro3a

nenuarpos Poccnn, Mocksa ;

7. MapaxonoB AHjpeil BraaumupoBuy - cTapiivii HaydHbI COTPYAHMK JIA0OPATOPUN T€HETHUUECKON

snuaemuoiornn PI'BHY «Menuko-reHeTHIecKuil HaydHbIN [IEHTP», K.0.H., MOCKBa;



8. BacunwpeBa Tarpsina AjekceeBHa — Hay4yHBIM COTPYOHUK J1a00OpaTopuud TEHETUYECKOMH

snugemuoiorud ®I'BHY «Menuko-reHeTH4eCcKuil HayqHbIi [IeHTp», K.0.H., MOCKBa;

9. llo3neeBa Hamexna AnekcarapoBHa — qupektop Yebokcapckoro ¢unuana GIAY «HMUL « MHTK
«Mukpoxupyprus miaza» uM. akag. C.H. ®enopoBa» MunznpaBa P®, unen OOmecTBa

Od¢ransmonoros Poccun, a.M.H., Yebokcapsr;

10. Bockpecenckas AHHa AJeKcaHApPOBHA — Bpad-o()TaIbMONOr TEpPBOM KBAIU(DUKAITMOHHON
kareropun Yeodokcapckoro ¢ummana OI'AY «HMUL «MHTK «Mukpoxupyprusi riaza» HUM. akas.
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IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Metoabl, HCOJIB30BAHHBIE JJs1 COOpa/ce/ieKIMU J0KA3aTeJbCTB: MOUCK B AJIEKTPOHHBIX 0a3zax
JAHHBIX; aHAJIN3 COBPEMEHHBIX HAYYHBIX pa3padOTOK Mo mpobiemMe raykoMbl B Poccun u 3a pyoekom,

000011IeH1E MTPAKTHUECKOTO OMbITA POCCUNUCKUX U MHOCTPAHHBIX KOJIJIET.

Hacrosimue pexomeHmanuu B NpEABAPUTEIBLHON BEpPCHU OBUIM PEICH3UPOBAHBI HE3aBUCHMBIMU
JKCIIEpTaMH, KOTOPbIE MPOKOMMEHTUPOBAIIA TOCTYITHOCTh MHTEPIPETALUMN JOKA3ATEIIHCTB, JICKAIIUX B

OCHOBC peKOMCH,ZIaHI/IfI, I TIPAKTUYICCKUX Bpaqeﬁ N IIalIUCHTOB.

KoMMeHTapuy, moJlydeHHbIE OT SKCIEPTOB, TINATEIBHO CHUCTEMAaTHU3UPOBAaHbl M  OOCYXKIACHbI
npeicenareneM W wieHamu pabGoueidt rpynmbl.  Kaxaplii myHKT 0OCYKI€H U = BHECEHBI

COOTBCTCTBYIOIINC U3MCHCHUAM PCKOMCHIAIINH.

B JaHHBIX KIMHHUYCCKHUX PCKOMCHAAIMAX BCC CBCACHHUA PAHKXHUPOBAHLBI IO YPOBHIO JOCTOBCPHOCTH

(1oKa3aTenpHOCTH) B 3aBUCUMOCTH OT KOJIMUECTBA U KAY€CTBA UCCIIEIOBAaHUI 110 JaHHOU mpobieme.
HeseBast aynuTopusi JAHHBIX KIMHUYECKUX PEKOMEH AU :

1. Bpauu-odranbmomnoru

2. Bpauu-niequarpsl

3. Bpauu o011ieit nmpakTuku (CeMeiHbIE Bpauu)

4. Bpauu-HeOHATOJI0TH

5. Bpaun-reHeTuku

6. Ctynentsl MeguMHCKUX BY30B, opIMHAaTOPBI U aCIIUPaHTBHI.

Tabamuma 1. I[llkama oOLEHKHM YpOBHEM JOCTOBEpHOCTH JokazarenbcTB (YIJI) nns metonos

JUAarHOoCTUKHU (I[I/IaI‘HOCTI/I‘-IeCKI/IX BMeH_IaTeJ'IBCTB)

yan PacwuundpoBka

1 CucremaTtuyeckue 0630pr nccnegoBaHum  C KOHTPONEM pecbepeHCHblM MeToAOM WAN  CUCTEMATUYECKUM 0630p
pPaHAOMU3NPOBAHHbLIX KIMHUYECKUX nccnegoBaHnm C NnpyuMeHeEHNEM MeTa-aHalansa

2 OTaenbHble WCCNefoBaHUs C KOHTPOneM pedepeHCHbIM METOAOM WM OTAE/bHble PaHAOMM3MPOBaHHbIE KWHUYECKKUE
NCCNefoBaHNS M cUcTeMaTU4Yeckme 0630pbl UCCNefoBaHWi No6oro Au3arHa, 3a MUCKIOYEeHWEM PaHAOMM3UPOBaHHbIX
KJTMHWYECKUX UCCNEN0BaHNI, C MPUMEHEHWEM MeTa-aHanunsa

3 WccnepoBaHnsa 6e3 nocneaoBaTesibHOro KOHTPONsS pedepeHCHbIM MeTOAO0M MAN uccnefoBaHus ¢ pedepeHCHbIM MeToaoM,
He ABNSIOWUMCS HE3aBMCUMbIM OT UCC/IeAyeMOro MeToAa WM HepaHAOMU3UPOBAHHbIE CPaBHUTENbHblE UCCeA0BaHWS, B
TOM YMC/e KOFOPTHbIE UCCNEef0BaHUS

4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONMUCAHUE KIMHUYECKOro criy4vas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS WU MHEHME JKCNnepToB

Ta6muma 2. Illkama omenkm ypoBHEH moctoBepHOCTH mokazarenbceTB (Y/J]) mns meromos

npodUIaKTUKK, JiedeHuss W peabunurauuu (mpodUIaKTHUECKHX, JIe4eOHBbIX, PeaOMIMTAlMOHHBIX



BMEILIATEIbCTB)

yan PacwuundpoBka

1 CuctemaTtuyeckuih 063op PKW c npumeHeHnem mMeTa-aHanmsa

2 OTpenbHble PKU 1 cuctematmdeckme o0630pbl nccnenoBaHuii noboro aAmsarnHa, 3a uckitodeHmeMm PKU, ¢ npuMeHeHunem
MeTa-aHanusa

3 HepaH4OMU3MPOBaHHbIE CPABHUTE/IbHbBIE UCCNIEA0BAHUS, B T.4. KOrOPTHbIE MCC/IEA0BAHUS

4 HecpaBHWTENbHbIE WCCIEAOBAHUS, OMUCAHWE KIIMHWYECKOrO C/lyyasi WM CEPUM CIIyYaeB, WCCEf0BaHUS «Crydai-
KOHTPOJIb»

5 MMeeTca nuwb 060CHOBAHME MexaHW3Ma AEeNCTBMA BMellaTeNbCTBa (AOK/IMHUYECKME WCCNEA0BaHUA) WM MHEHUE
3KCMepToB

Ta6auuma 3. Illkana omeHku ypoBHEH yoOemuTenbHOCTH pekoMeHnanuid (YYP) mns meronos
npo(UIAKTUKY, [TUArHOCTHKHU, JIeYeHUs U peadunurtauuu (MpouiIakTUYECKUX, AMArHOCTUYECKHUX,

Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacwudcdposka

A CunbHasi pekoMeHaauust (Bce paccMaTpuBaemble Kputepun 3dPdeKTUBHOCTM (MCXOAbl) SIBASIOTCA BaXKHbIMK, BCe
NCCNefoBaHUsa MMEKT BbICOKOE WM YAOBIETBOPUTENbHOE METOAOSIONMUYECcKOe KayecTBO, UX BbiBOAbl MO MHTEPECYHOLINM
ncxonam SIBNAOTCS COrnacoBaHHbIMM)

B YcnoBHaa pekoMmeHzauus (He BCe paccMaTpvBaeMble KpuTepum 3PEheKTUBHOCTM (MCXOAbl) SABASIOTCSA BaXHbIMWU, HE BCe
nccnefoBaHUs  UMMEKT BbICOKOE WAW  YAOBAETBOPUTENbHOE METOAO0N0rnmyeckoe KaydyectBO W/UAWM  UX  BbIBOAbI MO
MHTEpPeCyLWNM NCX0AaM He SBSIOTCSA COrlaCoBaHHbIMM)

@ Cnabasi pekomeHpauus (OTCYTCTBME [0Kas3aTeNbCTB HaAfeXallero kadectBa (BCe paccMaTpuBaeMble KpUTEpPUM
3(pHEKTUBHOCTM (MCXOAbI) ABNAOTCS HEBAaXHbIMM, BCE UCCNEAOBaHUS MUMEKT HM3KOe METOAON0rMYecKoe KayecTBO U UX
BbIBOAbI MO NHTEPECYIOLMM UCXOAAM HE SIBMISHOTCS COr/IaCoBaHHbIMM)

IMopsiiok 0OHOBJIEHNSI KIIMHUYECKUX PEeKOMeHIaluid.

MexaHu3M OOHOBIIEHHS KIMHUYECKUX PEKOMEHJAIMN NpelycMarpuBaeT HUX CHCTEMATUYECKYIO
aKTyaJIu3alMIl0 — HE PEeXEe YEM OAMH pa3 B TPH TOAA, a TAKKE IMPHU MOSBICHUH HOBBIX JAHHBIX C
MO3UIMN JIOKA3aTebHOM MEIUIIMHBI 10 BOMPOCAaM JMArHOCTUKH, JI€UCHUs, NPOMUIAKTUKH U
peadmIUTalMi KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIONOJHEHUI/3aMeUaHnuil K paHee
yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsiues.



IIpunoxkenne A3. CnpaBo4yHbIe MaTepPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

JlaHHbIE KIMHUYECKUE PEKOMEHIALNN Pa3pa0d0TaHbl C YUYETOM CIEIYIOUINX JOKYMEHTOB:

1. «ITopsigka oka3aHWsS MEIUIIMHCKOW TOMOIIW ACTAM IpH 3a00JICBaHUAX Ijla3a, €ro MPUIATOYHOTO

anmnapara u opOUThI», yTBepxkIAeHHOTO TprukazoM M3 P® No 4424 ot 25.10.2012 1

2. MexnayHnaponHas kinaccudukanus 0ojie3HEH, TpaBM U COCTOSHUMN, BIUSIONIMX Ha 370poBbe, 10-ro

nepecmotpa (MKB-10) (Bcemupnas opranuzanus 3apaBooxpaHenus) 1994.

3. Homenknartypa MeaUIIMHCKUX yciyTr (MHUHHCTEPCTBO 3/IpaBOOXPAHEHUS M COIMAIBHOTO Pa3BUTHS
Poccniickoit ®enepanun) 2011.

4. ®enepanbHblil 3ak0H «O0 OCHOBaX OXpaHbI 3I0POBBS TpaxkaaH B Poccuiickoit denepanuu» OT
21.11.2011 1. Ne 323 3.

5. Ilarent Ha u3obperenne RUS 2641254 ot 18.08.2017, 3apeructpupoBaHHblii B DenepanibHOM
ciyx0e 1o  uHTeeKTyalbHOM  cobctBeHHOCTH P®  «Cnocob  auddepeHnuanbHol U
MOATBEPKIAOIIEH MOJIEKYISIPHO-TEHETUYECKOW JTUArHOCTUKU BPOXIAEHHOM aHupuaun u WAGR-

CHUHJIPOMAaY.
[IIxana mepcOHABHBIX JAHHBIX MaIlMeHTa (MHBIE IITKAJIBI OTCYTCTBYIOT)

Hepconanbnble JAaHHBbIEC IMMAIIMECHT A

Davmaan ara po:xnoeHHsn
Hya Orgecteo FEmail: - IlouToeRIi agpec
Koanagecknii fHarHo3 Jns manHeHTOER ¢ CceMeHHBIMH COy9asiMH

BA epoxnensHol aHHDHIHH:

JaxTwaenne Bpavei PONCTEEHHHKH € AaHHPHAHeH (POACAORHAN)

meaHaTpa/TepanesTa, opTaasMoI0TA,
OHKO0./I0TA, TeHETHEA H T.1. Cnoopagugeckan BA |THK-TecT JaHet
(0brecTn) JTa/Her

OnpocHbIi JTUCT JIs1 3aNI0JIHEHHUs BpayaMu (MHOM ONPOCHMK /IJIsl MAMEHTA OTCYTCTBYET)

Onucanue BO3MOKHOIO CUMIITOMOKOMILIICKCA, HCITOJIBb3YECMbIX JICUCHUA U HpHCHOCOﬁJIeHI/Iﬁ AJI

CJ1200BUASIINX, MIePeHEeCEHHbIX ONepanuni



ooD

00s

CXEMATUYECKOE
U30BPAXEHUE
KOMMEHTAPUM OD

nn

CXEMATUYECKOE
U30BPAXXEHUE
KOMMEHTAPUMN OS

nn

OBLLUME ACMNMEKTbI

Pasmep rnasHoro sbnoka

(1) HopMa

(2) MukpodTanbM/dTH3NC

(3) bydTanbm

Kocornasue

(1) Het

(2) a30Tponus

(3) ak30TpONUS

NTO3 BEK

(1) BekO He 3aKkpbiBaeT UEHTp
poOroBuLbl

(2) 3aKpbiBaeT LEHTP POroBuLbl

(3) 3akpbIiBaeT poOroBmLYy LETMKOM

MaHudecTtauma nTosa

(1) BpOXAEHHbIN

(2) NnpnobpeTeHHbIn

OnucaHne Apyron natosiornsa Bek

KOHBIHOHKTUBA

(1) 6e3 natonoruu

(2) ecTb NpU3HaKM «Cyxoro rnasa»

(3) (2) + Hebonbwoe BpacTaHue
CcoCcynoB B 30HY nuMba

(4) (2) + 3HauuTenbHoe BpacTaHue
COCYZI0B COCYZA0B B 30HY NMMba

oD

os

CXEMATUYECKOE
N30BPAXEHUE
KOMMEHTAPUN OD

nn

CXEMATUYECKOE
N30B6PaXXEHUE
KOMMEHTAPUU OS

nn

AHUPNANA-NMPUCYTCTBUE TKAHU PALAAYXXKHU

(1) HeTMNM4YHaa konoboma

(2) HenonHaa aHupuamsa -6onblas
4YacTb paAyXKn BUAHA

(3) HenonHas aHMpUAMS —pafyXKu
NMoYTN He BUAHO

(4) nonHasa aHMpuans

POroBMULUA -OBJ1IACTb JINMBA

(1) HeT nmaHHyca B obnactu nmmba,
npospayHas porosuua




ooD

00s

CXEMATUYECKOE
N30BPAXEHUE
KOMMEHTAPUU OD

nn

CXEMATUYECKOE
N30BPAXEHUE
KOMMEHTAPUM OS

nn

(2) KpyroBo naHHycC 6e3
BacCKynspmMsaunm <3mm

(3) BackynsipusoBaHHbIN<3MM

(4) BackynsipusoBaHHbIN>3MM

POroBmuUA -AOMNOJIHUTEJIbHO:

(1) nepudepunyeckune
BaCKYy/SipU30BaHHbIE LIpaMbl

(2) LleHTpasibHble
BaCKY/IipU30BaHHble LpaMbl

(3) (1) vam (2) + snutennanbHasa /
sHAOTEeNnanbHas AeKoMneHcauns

(4) (3) +y3enkun 3anbLMaHHa

(5) (3) + kanbumdukaums

POroBmuUA - ONEPALNN

(1) 6e3 onepaumi

(2) 1 KepaTtonnactmka  (kakas
CKBO3Hasi Uan rnocroiiHas)

(3) 2 n bonee kKepaToNNaCTUKKN

(4) kepaTonpoTe3npoBaHue

(5) opyrve onepaunu

XPYCTAJINK

(1) Hebonbwasa kaTapakTta (rnasHoe
AHO NMpocMaTpuBaeTCs)

(2) 3HaynTenbHas KaTapakTa
(rnasHoe AHO He nMpocMaTpuBaeTcs)

(3) adpakus

(4) aptTndakus

ANCK 3PUTEJIbHOIO HEPBA-BPOXXAEHHbIE

U3MEHEHUA

(1)HopManbHbIN pa3mep O3H

(2) runonnasusa O3H

(3) AMcnnacTUYHbIN ANCK

ANCK 3PUTEJIbHOIo HEPBA-HA

OCMOTPA

MOMEHT

(1) 6nenHo-po30BbIN

(2) 6negHbin A3H

(3) 6negHbIn AVUCNIaCTUYHBIR,
rnaykoma He oueHmBanach (3/4)

(4) rnaykoMaTo3Has SKCKaBauums



https://en.wikipedia.org/wiki/Cup-to-disc_ratio

CXEMATUYECKOE
OO0D| 00s N30BPAXXEHUE
KOMMEHTAPUU OD

CXEMATUYECKOE
nn N3O0BPAXXEHUE nn
KOMMEHTAPUM OS

cup-disc-ratio

MAKVYJIAPHASA OBJIACTb

(1) ectb pednekc

(2) HeT pednekca (rmnonnasuns)

(2) apyras naTonorus rnasHoro gHa

oD

os

CXEMATUYECKOE WM3OBPAXXEHME
nin KOMMEHTAPUU OD

CXEMATUYECKOE M3OBPAXXEHME
nin KOMMEHTAPUU OS

MUrMEHTALUNA NEPU®EPUN

CETYATKM

(1) HopMmanbHas

(2) HebonbloOe n3MeHeHne

(3) OYeHb 6nepHas,
anbbuHocTnyeckas

AOPYIrAsl TMNATOJ1IoOrmad nNEPU®EPUN

CETHATKMA

(1) Muonunyeckme
AereHepaunm

(2) apyrasa natonorus

rMAYKOMA

(1) rnasHoe paBneHve B
HOopMe

(2) rnaykoma Ha nepBOM
roay

(3) rnaykoma po 6 net

(4) rnaykoma ot 7 po 20
net

(5) rnaykoma nocne 20 net

BHYTPUINIA3HOE OABJIEHUEHA

MOMEHT OCMOTPA

(1) po10mmHG

(2) 11 - 18mmHg

(3) 19- 25mmHg

(4) 26- 35mmHg

noJsia 3PEHUA

(1) He oueHuBanuUchb

(2) B HopMe

(3) HebonbliMe n3MeHeHns

(4) 3HauynTEeNbHbIE
N3MeHeHUs




oD os CXEMATUYECKOE WM3OBPAXEHMUE CXEMATUYECKOE M3OBPAXEHME
UWin KOMMEHTAPUU OD NN KOMMEHTAPUU OS
(5) OCTaTKM
CBETOBOCMPUATUSA
NMAYKOMA - KOHCEPBATUBHOE
JIEMEHME
(1) rnasHble KanauM He
HY>KHbI
(2) Heobxogmm oauvH BUA
Kanenb
rMAYKOMA - ONMEPALIUU
(1) 6e3 onepaummn
(2) onepauusa 6bina, 6e3
onucaHus
(3) KpuoTepanus
uuavapHoro  Tena
(1)nasepoTtepanus
uMAnapHoro Tena
(5) cnHycTpabekynakTomMmus
(6) TpabekynotomMua wam
rOHMOTOMMS
(7) wmnnantel  (Ahmed,
Baervald, gpyrue)
oD os CXEMATUYECKOE U3OBPAXEHUE CXEMATUYECKOE WU3OBPAXEHME
nin KOMMEHTAPUU OD NN KOMMEHTAPUU OS

PE®PAKLUMNA(ANOMPTPUN)

(1) HeT cBeaeHui, 6e3 o04koB

(2)runepmeTponusa (AMonTpumn)

(3) mmonusa (anontpumn)

KOHTAKTHbIE JINH3bI

(1) HmMKorga He Hocun

(2) Hocmn npo3payHble JSINH3bI
W NpekpaTtun

(3) HocunN LBETHble
npekpaTui HOCUTb

n

(4) 06bI4YHO HOCUT NpoO3payHble

(5) 06bI4YHO HOCUT LIBETHbIE

OCTPOTA 3PEHUSA

(1) He BOCMpUHUMAET cBET

(2) cnabo BocnpuHuMaeT, 6e3
HanpasneHus

(3)
cBeTonpoeKUus

npasuibHaga

(1) BoOCnpuHUMaeT ABWXeHUe
pYKM




oD

os

CXEMATUYECKOE U3O0BPAXXEHME
nin KOMMEHTAPUN OD

CXEMATUYECKOE WU3OBPAXXEHME
nin KOMMEHTAPUM OS

(5) ocTtpoTa 3penunsa 0.01-0,02

(6) ocTpoTta 3penusa 0.03-0,1

(7) octpoTa 3penHus 0.15-0,3

(8) octpota 3peHums 0.3 n
bonbLue

HUCTATM

(1) Het

(2) ectb

MCNoJib30BAHUE NnPUBOPOB

ansa CJAABoBMAALLNX

(1) 6e3 npubopos

(2) KpynHble WpUdThI

(3) onTnyeckne MHCTPYMEHTbI

(4) 3N1EKTPOHHbIE
WNHCTPYMEHTbI

(5) nonb3yetca npunbopom ans
yTeHus

(6) ncnonbayert Braille

Bawmum ocobbie 3aMeTKu
cBo6oagHoi popme)

(B

PexkomeHpaumn (OD)

PexkomeHpaumn (OS)




IIpuioxenue b. Ajaropurmsl geiicTBUI Bpadya

IoaTBep:xaa0Ias MOJICKYJISIPHO-TEHETHYECKASI JUATHOCTHKA BPOXKICHHOH AHMPHUINHU

I Oopazen i nogreepsuenns JIHK-marnocTimn |
*

[ [Nonck xpynubix aenemnii pernona 11pl 3, senouaomero reast PAYS 1 WTJ metomom MLPA

! [MoareepxacHne ,:lc.'lem; eCTh ECTh
wmetomom FISH y nanmesra | € W77 Kpynubie nenernm pernona 11p13 |—0e3 WTL
I‘I:: e.r::m — - et l [loarBepaaenie genelun y
AN ¥ pﬂmmgﬁ + [aLiedTa aHATHIOM NoTepn
! CexpeHNpOBaHile IKIOHOR " mpo’:m:nmmn .
Tpennosaraemstii JHArHOs 5.,6,7,8.9 rena PAX6 | e
WAGR-cnnapoMa i 1 NOATBEPAACHIE CTATYCA
— JeNelun y porrenei
E— R Marte By TpHTeHHLIE —
BpayYa-oHKONOra Ioarsepxenne
- _uer—_ reHeTHYECKOr0 CTAaTyCa
— — |  CexBeHmpoBasmife 3K30HOB MYTAIHH Y pojrenei,
Hﬂmpmnuc TCHETHYMECKOTO | 1,2,3,4,10,11,12,13 rena PAXS AHATHI DATONCHHOCTH
CTATYCA MYTALK ¥ poanTeneii, ; — MYTAIEH B COOTRBETCTRIN €
AHATHE DATOreHHOCTI MYTALNH B r '_ kpuTepiavn ACMG
COOTBETCTBIN C KPITEPIAMI Pl — “mm::"x‘;e
ACMG MYTAINK reHa
HET
I : . 1 :
loaTeepxaenne anarnosa . Habmonetie y spava- IloxTeepxaenns marnosa
BPOMICHHAS AHHPIIIE " odTameMOIOra N Bpava-reHeTIA BPORAEHHAR AHHPIIHA

AJropurtM aeiicTBuil Bpaya npu BA
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

BaxHo 1J1s1 BcexX BO3PACTHBIX IPYI:
Ecyin nianupyercst onepanusi:

— Buml JOJIXKHBI OBITH YBCPCHBI, YTO IIOHMMACTC BCC HIOAHCBI, KOTOPLIC o0bsicHnn Bam Bam

0o TanbMOJIOT;
— He CTECHsITeCh 3a/1aBaTh BOIIPOCHI;

— HE CTECHANWTECh MPOKOHCYJIBTUPOBATHCA Y IPYTOro CHEHHAINCTA Al TOTO, YTOObl UMETh BTOPOE

MHECHHE;

— TPOKOHCYJABTHUPYHTECh B CBOEH OOIIECTBEHHOM OpraHU3allud M0 MOJACPKKE MalUEHTOB C

AHUPUIHCH.

JlonoJIHUTEIbHBIE BelllH, KOTOPbIE IIOMOIal0T KUTh ¢ AHMPHUINEH:

0-2 roxa

— OyzbTe B KOHTAKTE C Balllel HAllMOHAJIBHOW OpraHU3aluen Mo NoAAepKKE NalMEeHTOB ¢ aHUPUAUEH,

— JIEJIUTECH ONBITOM UM 3HAHUSIMHU C IPYTMMU POAMUTEISIMU U YUUTECh y POJIUTENEH ¢ Oosiee cTapIIMMu

JIETbMU
— y3HaiiTe 0 mpaBWiIax Mojla4u JOKYMEHTOB Ha MOJIy4YeHUE UHBAJIMIHOCTH U MOJaBalTe UX.
2-8 ger

— HAYHUTC KOHTAKTHUPOBATHL C CCMbSIMMU C 0ojiee MaJICeHLKUMU JCTbMU C aHHpHHHCﬁ, 9TOOBI IIOMOYb

UM a/IalITUPOBATHCS M JIaTh COBETHI, KOTOPBIC BBI MOJIYYHIIN, KOT/Ia Balll peOSHOK OBLIT MITaIIIIe
8—18 ger

— MOJIOJIbI€ JIIOIM C aHUpUJMENH MOTryT HayaThb y4acTBOBaTh B KOH(EPEHLMSX MO AHUPUIUU U

Pa3IMYHBbIX BCTpCUAX, YTOOBI Y3HaTb MOJIOACHKDL C TAKHMM KC AMArHO30M W Ha4YaTb O6H_[21TBC$I
— HOHpO6OBaTI> 3aHUMATbCA CIIOPTOM C APYT'UMH JIFOAbMHU CO CHUKCHHBIM 3PCHUCM.
B3POCJbIC

— CTaHbTE AaKTUBHBIMU WJICHAMHU Ballled HAIMOHAJIBHOW OpraHu3alMu 10 MOIACP)KKE OOIbHBIX

AHUPUINCH,

— JACJIUTCCh CBOHMM OIIBITOM C APYIMMH JIXOOAbMU, OOJILHBIMH aHHpHﬂHeﬁ, o MmoBOAY JICUCHUA,

HaIISIHBIX ITOCOOUH U T.1I.

— H3y‘-IB.fIT€ n CJ'IGI[YﬁTG MMOCJICAHNUM HAYYHBIM OOCTUKCHHAM.



IInanoBbIe OCMOTpPbI U BBIABJIICHUC OCJI0KHEHUM — OCHOBHas OCJIb MCIUIMHCKOTO COIIPOBOXIACHHA

BPOXKJICHHOW aHUPUJIUH.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

OTCcyTCTBYIOT



