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Cnmcok cokpameHui
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ADC — anupuauiitHbIi GUOPO3HBIA CHHIPOM

BA — BpoxaeHHast aHUpUIUS

BI'/l — BHyTpHUTIIa3HOE 1aBJI€HUE

BI'K — BHyTpHri1a3Has >KUAKOCTb

BK — BpoxeHHas karapakTa

JJ1 — nuameTp aucka

JIHK — ne30kcuprOOHYKIEHHOBAsI KUCIOTA

JI3H — auck 3puTenbHOro HEpBa

JUI-TCUK — nuon-na3epHas TpaHCCKIIEpaabHAasi KOHTAKTHAS [IMKIOKOAT YIS

3BII — 3puTenbHO BBI3BaHHBIE OTEHIIUAIIBI

HNOJI — unTpaokysnsapHas JuH3a

MKB 10 — mexxnynapoanas knaccudukaius 6onesneit 10-ro nepecmorpa

HIJICK — He1oCcTaTOYHOCTh JIMMOAJIBHBIX CTBOJIOBBIX KJIETOK
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MOMOIIBI0 KOMIIBIOTEPHOTO aHanu3aTopa, OnTudeckoe HccleoBaHUEe MEepeHero OTnaeNa Iiasa ¢
MOMOIIBI0 KOMITBPIOTEPHOTO aHaju3atopa, OnTuyeckoe HCCIeIOBAaHUE 3aHEr0 OTeNna ria3a C
MOMOIIIBIO0 KOMITBIOTEPHOTO aHAIIMU3aTOPa)

CII — craTuueckas nepuMeTpus

CTD — TpabekynodkToMus (CUHYCTPaOEKyIIKTOMUS)

VIIK — yron nepenHeit kamepsl

[IXO — nunmoxopuonianbHasi OTCIONKa

Y3C — upe3koxkHast IAEKTPOCTUMYIISILIMS

OPI' — snextpoperunorpadus

DOU — 31eKTpoHU3HOTOTHUECKUE UCCIICIOBAHHUS

3/]1 — coOTHOIIIEHUE IKCKABAIIMHU K JUCKY 3pUTEILHOTO HEpBa
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TepMuHBI U onpeeIeHUs

Bpoxnennas anupuaus (BA) — BpokJIeHHBIN MOPOK pa3BUTHUSA IJ1a3a, XapaKTEpU3YIOLIUNCS
IIOJIHOM MJIM YaCTUYHOM TUNOIIa3ued paayKKU U MaTOJOTMYECKUMHU U3MEHEHUSIMU BCEX CTPYKTYP
riasa.

l'umomnasust ¢oBea u aucka 3putensHoro HepBa (/[I3H) — orcyrcTBHe npaBUIIBHO
chopmupoBaHHON ceruaTku B 30He ¢oea um JI3H (Hemopa3BUTHE MaHHBIX CTPYKTYp),
XapaKTepU3yeTcss OTCYTCTBUEM (DOBEaTbHON JEMPECCHM MaKyJIsSpHOIO KOHTYypa M YMEHbIIEHUEM
pasmepos [I3H.

I'oHnonucrenes — BpokJeHHble aHoManuu yria nepenHed kameps! (YIIK) m apenaxsoi
CUCTEMBI TJla3a, BO3HMKAIOIIME B pE3ylbTaTe 3aJEPKKU B pa3BUTUU U U depeHIHalnnyu 3TUX
CTPYKTYP.

AnupuauiiHas KeparomaTHsi — CBOE€OOpa3HO€ HapylIeHHEe MPO3PaYyHOCTH POTOBUIIBL,
BO3HHUKaroIlee Ha oHe NepPBUYHON HEAO0CTATOYHOCTH JIMMOabHbIX cTBOJIOBBIX KieTok (HJICK) n
MIOCTENEHHO MPOrpecCUpyIoliee OT NMepru(eprn K HEHTPY POTOBUIIBI B BUJIE BACKYJISIPU3UPOBAHHOTO
naHHyca (HapyleHue pa3BUTHUS U pereHepali HoOpMaibHOW POrOBHUIIbI).

Anupunuiiaeiii ¢pubposseiii cunapom (ADC) — 3T0 OClIO)KHEHUE, CHUXKAIOIIEEe 3PUTENbHBIC
¢dbyaKMK 1 omcanHoe Toybko mpu BA. Ilpeacrasnsier coboit ¢huOpo3HBINA PYOIIOBBIN MPOIECC HE
BOCHAJIMTEIHHOTO Te€HEe3a, aCCOIMMPOBAHHBIA C Pa3BUTHEM TMIIOTOHMHM M (ru3mca riasa [40] u
BO3HUKAIOIIMH MOCIIE XUPYPTUYECKUX BMEIIATENbCTB.

1. KpaTkasi unpopmanus no 3a00/1€BAHUI0 WU COCTOSIHUIO (TPYIIIbI
3a00J1eBaHMI1 UJIU COCTOSTHHUIA)

1.1. Onpenesienue 3a001eBaHUs UM COCTOSTHUA (TPyNNbl 3a00/1eBAHUI HJIN
COCTOSIHU)

Bpoxnennas anupuaus (OMIM #106210) — penkuii HacAeACTBEHHBIN BPOXKICHHBIA MOPOK
pa3BUTHUS TIJa3a, XapaKTEPU3YIOLIUMICS TMOJHOM WJIM YacTHUYHON THUIOIIIa3ue pamgyXKu U
MATOJIOTUYECKUMU MU3MEHEHHUSIMH BCEX CTPYKTYp IUia3a. 3a0o0JieBaHUE HACIEAYETCS MO0 ayTOCOMHO-
JIOMHUHAHTHOMY THITY C TIOJIHOW TIEHETPAHTHOCTHIO U BAPbUPYIOIICH IKCIIPecCUBHOCTRIO [1, 2, 3].

1.2. DTHosnorus u narorexHe3 3a00JeBaHNs WU COCTOSIHUS (TPYIIbI
3a00J1eBaHUIT UM COCTOSTHUIN)

B ocHoBe 3tnonorun BA, kak caMOCTOSITEIbHOM HO30JI0OTUYECKON €IMHHUIIBI, JIEKAT MYTALIMU
reHa PAX6 B 90% cnydaeB (OMIM *607108), B ToM 4ucClie XpOMOCOMHBIE NIEPECTPONKU pPEeruoHa
11pl13 c BoBneuenuem Jjokyca PAX6 wmu B 5% ynaneHHON IHMC-peryiasTOpHOM o00sacTy,
KOHTposmpyroniei skcrpeccuto rera PAX6 [1]. B 5% dopmupoBanne BA accomumpoBaHo c
myranusmu TeHoB PITX2 (OMIM *601542), FOXC1 (OMIM *601090), FOXE3 (OMIM*
601094), CYP1B1 (OMIM* 601771), PITX3 (OMIM* 602669), FOXE3 (OMIM* 601094),
FOXC1 (OMIM* 601090), PXDN (OMIM* 605158)) [2, 4]. Ilatorene3 BA, kiuHHuYecKue
NPOSIBJICHUS, CTENEHb MNOPAKEHHs Pa3IMYHBIX CTPYKTYp TJja3a OOYCIOBJIEHbI TE€HETHYECKOU
TeTepOreHHOCThI0, MPUYEM KaK JOKYCHOW (MyTallid Pa3lU4YHBIX T€HOB), TaK M aJUIETbHOU (TUI
Myrtanuii). bonpiioe 3HaueHue B (GOpPMHUPOBAHMM KIMHHYECKON KapTHUHBI UTPAeT Te€HETUYECKUI
¢$oH, T.e. COBOKYIHOCTh U COUYETAHHE T€HETHUECKUX BapUAHTOB, KOTOPbIE MPUBOAAT K CHI)KEHHIO
amarraiuu [5].

B HacTosimuit MOMeHT HeT eauHO# kiaccudukanuu BA. Uapumns A. B 1996 1. npennoxmuna
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KinaccupuuupoBaTh BA ¢ TOYKM 3peHHs 3THOINATOreHE3a M KIMHHYEcKoro noptpera. CoriacHo
TaHHOW Kmaccupukanmu BA OTHOCHTCS K Tpylie MeE3eHXMMANbHBIX JHUCTCHE30B TJiasa
(penoTunuyeckas cepuss OMIM# 107250) [6]. B manbHeiiniem, TmOCiHe OTKPBITHS T'CHOB,
y4YacCTBYIOIIMX B 3THOIMATOI'€HE3€ TUCTEHE30B MEPEHEr0 OTpe3Ka Iias3a, B JaHHOW Kiaccuukanuu
BBIJICTTMIIN § KIIMHUKO-TEHETHYECKUX THIIOB, ACCOLUMUPOBAHHBIX C MYTAIMsIMH B PA3JIMYHBIX T€HaX
(PITX3 (OMIM* 602669), FOXE3 (OMIM* 601094), FOXC1 (OMIM* 601090), PITX2 (OMIM*
601542), CYP1B1 (OMIM* 601771), PXDN (OMIM* 605158) [7, 8]. Kpome Toro, K 3TOi TpyIie
MO>KHO OTHECTH U APYI'He COCTOSIHUS, BHI3BIBAEMBIC MYTAIIUSIMHU B T€X K€ F€HAX: aHOMAJIUH T'PYIIIIbI
cungpoma AkceHdenbaa-Purepa (OMIM #602482), upunoronunoaucrenessl [, II tuma (OMIM
#601631 u OMIM #137600), anomanus [Tetepca (OMIM #604229) [9].

Hcxona w3 sTHONATOreHes3a, KIMHUYECKOM KapTHHBI BA, yCTaHOBIEHMS IEpBUYHOMU
MOJIEKYJISIPHOM TPUPOIBI W JIMTEPATYpPHBIX JAHHBIX B HACTOSIIMHA MOMEHT IIesiecoo0pa3Ho
CHCTEMATH3UPOBATh PACCMATPUBAEMYIO AHOMAIIUIO CIIEAYIOIIAM 00pa3oM.

1. VM3onupoBaHHas BpoXKACHHAS aHUPUIUS (MM HECUHAPOMAaJbHAsT BPOXK/ICHHAS aHUPHUIHS).
B 75% BA cnyuaeB pa3BuBaeTCs Kak W30JUPOBaHHAs TJla3HAas aHOMaIMsS C BOBJIECYCHHEM B
MATOJIOTUYECKUI MPOLECC TOJBKO 3PUTENBHOTO aHanu3aTopa 0e3 M3MEHEHUH B JPYruX cucTeMax
opranoB [10]. Cormacuo 6aze manubix OMIM Beigensior Tpu dopmer: AN1 (OMIM #106210),
AN2 (OMIM #617141) u AN3 (OMIM #617142). Onu acconmupoBaHbl COOTBETCTBEHHO C T€HAMH
PAX6, ELP4 (OMIM* 606985) [11] u TRIM44 (OMIM* 612298). Oanako, €IMHCTBEHHOMN
npuurHOoil BA mo-mpexHeMmy cuMTaeTcss CHUXEHHE WM u3MeHeHue (QyHkuuu reHa PAX6. B
JAHHYIO TPYIIy TOMUMO BA BKIIOYEHBI aHOMAJIWU TPYIIBI 0(TaTbMOJIOTHYECKUX CHHAPOMOB:
Axcendenpaa-Purepa (OMIM #602482), upunoronunoaucrenessl I, I tuma (OMIM #601631 u
OMIM #137600), anomanus [Terepca (OMIM #604229) u HekoTopbie apyrue [9].

2. AHMpuaus, BXOJsA11asg B CHMITOMOKOMIUIEKC HACIEACTBEHHOTO cuHapoma. B 25% ciydaes
BA sBisiercs CHUMITOMOM  HACJEICTBEHHOW CHHAPOMAIBHOW TMATOJOTHH, TPU KOTOPOU
MOPAXAIOTCS B COOTBETCTBUUM C HSMOpPHUOTEHE30M HEBPOJIOTHYECKas, JHJOKPUHHAS, OIOPHO-
JBUTATENIbHAs W JpPyrde€ CHUCTEMbl B COYETAHMM JPYyr C JPyroM WIH IO OTAEIbHOCTH.
HacnenctBeHHble CHHIAPOMBI C MOJMOPTaHHBIM MOPAXKEHHUEM M BPOXKICHHBIMU aHOMAIUSMU
paayXKu BcTpedaroTcs npuMmepHo B 12% ciydaes. JlanHas rpymnma 3a00JeBaHUI acCOLIMUPOBAHA C
MYTalUsIMH ¥ XPOMOCOMHBIMH II€PECTPOMKAMH, BOBJIECKAIOIIMMHU Kak JOKyc reHa PAX6 [12, 13],
Tak U B Jpyrux rerax (mo 5%) [2, 4, 14, 15]. OCHOBHBIM CHHIPOMOM JAHHOW TPYIIIIBI,
COCTaBIISAIOIIMM OoJiee IMOJIOBUHBI BCeX cliydyaeB cuHapomanbHO BA u 2,5-13% Bcex ciyuyaeB
M30JIMPOBAHHOM aHOMaIuHM panaykKku sBisieTcs curapom WAGR (OMIM #194072), koTopsrit
XapaKTepU3yeTCsl YEThIPhbMS KIIMHUYECKUMU MpHU3HAKaMu: omyxojbio Bumbmca (W), BposKIeHHON
anupuaueit (A), yporeHuTanbHbIMH HapymeHussMU (G) U 3aJepKKOH MICUXOMOTOPHOTO Pa3BUTH
(R). Otnonoruto WAGR cunapoma CBA3BIBAIOT C EICHHUSIMH PA3HON MPOTHKEHHOCTH TEIOMEPHOMN
gactu xpoMocomHoro peruona 11pl3 (hgl9: chr 11:31,000,001-36,400,000), 3axBaThIBaromiei
onHoBpemeHHo reHbl PAX6 u WT1, unentudummpyemoii B nureparype kak WAGR-ob6nacts [1,
12, 16].

Kpome WAGR cunIpoma BpoXKJIeHHas aHOMAlMs PagyKKH ONMCaHa B COCTAaBE CHHIpOMa
I'mmnecnin (OMIM #206700), KOTOpBIi XapaKTepu3yeTcss YacTUYHON THIOIIa3sHed payk K,
OTCTaBaHUEM B YMCTBEHHOM Pa3BUTUH, MO3KEUKOBOM aTakcHel U runoruiasuei Moyxeuka. ToJIbKo
B TpeX Cilydasx BbIABIEHa accoluauus ¢ jokycom 11pl3 [17, 18]. B 2016 rony oGHapyxeHa
reHeTH4ecKass MpUYMHAa ayTOCOMHO-JIOMHUHAHTHOro cuHjapoMa I'mmnecnu — ren ITPR1 (OMIM
*147265) [19, 20].

BA B KoMOMHamuM ¢ H3BECTHBIMH Ha HACTOSIIMA MOMEHT CHHIPOMAaMH U B COCTaBe
HEKOTOPBIX MHO)KECTBEHHBIX TIOPOKOB Pa3BUTHUS OMHUCAHA B €MHUYHBIX CIydasX MpU MyTallUsiX B
renax FAMI111A (OMIM *615292), PORCN (OMIM *300651), BBS1 (OMIM *209901) [21],
IIPU XPOMOCOMHBIX cuHApoMax 22q11 [22] u konbieBoit xpoMocoMmsl 6 [23, 24, 25].
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B 3aBepuieHun pasnena XoTenoch Obl OTMETUTH, YTO IPOTPECC 3HAHUN B MOJIEKYJISPHON
OMOJIOTUM 3HAYUTEIBHO HM3MEHMJ IIEPBUYHOE BOCIPUATHE B ATHONATOTEHE3€, KIMHHYECKOU
KapTUHE M BO3MOXKHOCTSX JICUEOHBIX M peabWIMTAMOHHBIX MeponpusiThid. [laHHbBIA mpouecc
TOJIKO HaOupaeT 00OpOTHI M HPEAINoIaraeT BO3MOXKHOCTh JAJIbHEHIINX pacmndpoBOK AeHCTBUS
I€HOB UX BJIMSHUS HA IaTOI€HETUYECKUE MEXaHU3MBI.

1.3. Dnugemuoorusi 3a60/ieBaHUS UM COCTOSIHUSA (TPYNINbI 3200/1€eBAHUI WIH
COCTOSIHMH)

CornacHo ©0a3e [aHHBIX pEOKUX ©  OpQaHHBIX 3a00JEBaHUN  PACIPOCTPAHEHHOCTD
n30JMpoBaHHO# BpoxaenHoi anupuauu (ORPHA: 250923) cocrasnser 1-9:100000 [26].

[To nuTepaTypHBIM JaHHBIM yacToTa BcTpeuaeMoct BA Bapsupyer ot 1:50000 mo 1:100000
HOBOPOXJIEHHBIX [27-29]. CoOTHOIIEHUE CEMEWHBIX W CIWHUYHBIX (CIOPATUYECKHUX) CIydacB
OTJMYACTCS M0 JAHHBIM Pa3HbIX aBTOpoB: oT 2:1 [2, 14, 30] xo 1:2 [4, 31].

1.4. OcoGeHHOCTH KOAMPOBAHUS 3200/1€BAHNS WU COCTOSIHUS (TPYyNIbI
3a001eBaHUI WJIM COCTOSHUI) 0 MeKTyHAPOXHOM CTATHCTHYECKOM
Kiaaccupuxkanum 0ose3He U MpoodIeM, CBA3aHHBIX CO 310POBbEM

BposxienHbple aHoManuu (MMOpOKK pa3BUTHS) MepeiHero cermenTa riasa (Q13)
Q13.1 — OTcyTcTBHE paTyKKH.

1.5. Knaccudukanus 3a001eBaHusl WM COCTOSIHUSA (TPynnbl 3a00/1eBaHU WIN
COCTOSIHU)

(kmuHuKa BA; KTMHUYECKUE KOPPEISIIUYU ¢ TuriaMu MmyTtanuii PAX6; KTuHuKa TJIayKOMBI TIPH
BA; xnmuauka katapakTsl pu BA; kmuauka runoruiazuu Gosea u JI3H mpu BA)

1.6. Knnanyeckasi KapTHHa 3a00J1eBAHUS WJIH COCTOAHMS (TPYNIIbI
3a00J1eBaHMIl UJIU COCTOSTHHUIA)

XanoObl NanMeHT W POIUTENH MPEIbSBIAIOT pelko. B ocHOBHOM mpu (U3MKAIBHOM
o0cClIeZIOBaHUM CUMIITOMBI BBIABJIAIOTCSA neauarpaMu. [Ipy He3HauUTETbHOM BOBJICYEHUH B
NATOJOIMYECKHI Mpoluecc pagyXkHOW 000JI0UKH, 3a00JieBaHME JUArHOCTUPYETCS IMPH IUIAHOBOM
CKpUHUHTe Bpaya-odranbmonora. Oobem Jedexra paaykHOH 000JI0UKH BapbUpPYyET OT €€ MOJIHOIO
OTCYTCTBHS 10 HE3HAUUTENIbHON runomuiazuu. Ilpu cnaboit cTenenn BhIpa)KEHHOCTH pa3Mep 3paydka
MOXET ObITb HOPMAaJbHBIM, OJHAKO, MOTYT HaOJIOAAThCS HM3MEHEHUE CTPYKTYpPhl pagyKHOH
00O0JIOYKM TpU TNPOBEIEHUM TOHUMOCKONMH (cM. pasgen 2.3). Jpyrue u3MEHEHUs pPagyKKH
XapaKTepU3yIOTCAd YaCTHMYHBIMU JiepeKTaMHU B BUJE AaTUIUYHON KOJIOOOMBI, 3KCLIEHTPUYHOTO
3payka, MOJIMKOPHUM U SKTPOIIMOHA PALyKKH.

[TaHOKyNsApHBI  XapakTep MOBPEXAECHUI NOMHUMO JAedekra pamgyKHOH 000JI0YKH
XapaKTepU3yeTcsl KepaTolaTHel, TIJayKoMOW, KaTapakToi, rumnoruazueii ¢osea u [I3H,
MHUKpPO(TaTEMOM M MUKpOKOpHea [5].

N3meHeHuns porosuubl npu BA

Anupunuitnas keparonatus (AK) sBisercs omHuM U3 Hanboliee YacTBhIX OCIOKHEHHN BA,
NPUBOJANINX K 3HAYMTETBHOMY CHIDKEHUIO 3pUTENbHBIX (yHKIu u auckomdopty. B
OOJBIIMHCTBE MCCIENOBAHUN YacTOTa OOHAPYKEHHS BUIAMUMBIX M3MEHEHUU POTOBHIIBI COCTABIISET
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80-90%. B nercxom Bo3pacte B 85% ciyuaeB npeBamupyroT HavanbHbie cTagun AK [32].

[Mpuunny BoszuukHOBeHUMst AK cBsspiBaror ¢ HJICK [10] u amprepanmeit aumMOanbHOTO
MUKpPOOKpYKeHHs BcieacTBre Myrauun B reHe PAX6 [33]. Memiennoe nporpeccupoBanue AK
COINPOBOXKJAETCS  LEHTPOCTPEMUTENIBHBIM  HAapacTAaHUEM  KOHBIOHKTHBAJIBHOTO  IIaHHYCA,
HEOBACKYJISIpU3alneH, osBIeHHEM (GHUOPO3HBIX YIaCTKOB, 3aXBATHIBAIOIINX SIHUTEIHA POTOBUIIBI U
ee MEePeHIOI CTPOMY. YCTaHOBIIEHO, uyTo nporiecc AK pa3BuBaercs MOCTaAUHHO C MOCTETIEHHBIM
MPOJBIDKEHUEM OT NIepu(eprUr POTOBHIIBI K LIEHTPY.

W3menennst porouibl npu AK 3aXBaThIBalOT HE TOJIBKO €€ AMHUTENHAIbHBIE ciion. OTMEYeHO
aHOMaJIPHOE pa3BUTHE Oa3aJbHOW MeMOpaHbl SHUTENHs MW OOYMEHOBOW MEMOpaHBI, a TaKKe
YBEJIMUEHUE TOJIIHUHBI CTpoMbI poroBullsl [31, 34-36, 37, 38]. B 1o xe BpeMss MOP(OIOruIecKHe
M3MEHEHUS HE 3aTParkBaloT JIECIIEMETOBY MEMOpaHy U SHAOTeIHOIUTHI [39].

N3meHeHns paayxku npu BA:

- MOJIHAsl aHUPUIMS — TOHMOCKOIIMYECKH BCET/Ia OMPEEIIAIOTCS Py IUMEHTHI Paly’)KHON TKaHHU;
- YaCTUYHasl aHUPUUS;

- aTUIMYHAsT KOJI000oMa;

- SKTPOITHOH COCYANCTON TKaHHU.

VY 50-85% nanuentoB ¢ BA pa3BuBaioTCs NOMYTHEHHS B XpYCTaJIHKe.

KnuHuka kaTtapaktbl npu BA:

B nmerckom Bo3pacTe KarapakTalbHbIE TOMYTHEHHS MPEUMYIIECTBEHHO TPEACTaBICHBI
BPOXKICHHBIMHU MOMYTHEHUSAMH, KOTOPbIE COCTABISIOT 44-67% ciyuaes [29, 32].

- BpoxacHHas kartapakTta (BK) nambonee wacto BcTpewaeTcss B BHjJE NEpeaHEH M 3aaHen
MOJIAPHBIX KaTapakT 0e3 MPU3HAKOB mporpeccupoBanus [32];

- TOJBBIBUX XPYCTaJHKa, SIBISIONIMKACS TPOSBICHHEM HEIOCTaTOYHON CTAOMIBHOCTH
CBSI30YHOTO armapara.

B 3aBucmmoctn ot Tsbkecth BA  um  cocTosHUS OWMHHOBBIX CBA30K MOXCT OBITE
AUArHOCTUPOBAaH IMOJABBIBUX XPYCTAJIMKA, XapaKTEpHA €TI0 3KTOIINA B BEPXHIOIO IIOJIOBUHY.

KnuHuka rnaykombl npu BA:

Haubonee  wacTbiIM  CONMYTCTBYIOIIMM  MposBIeHWeM BA  sBiserca  riaykoma,
MaHu(pecTUpymoiias B OOJBIINHCTBE CIyYacB B JICTCKOM M IMOIPOCTKOBOM Bo3pacte [24, 32, 40].
Perennus BIK npu pazButuu riiaykoMaTto3HOTo mpoiiecca mpu BA BpI3BaHA HATMYMEM Pa3IMYHBIX
¢dbopm roHnoaucreHe3a B ToMm yucie 3akpoitieMm YIIK BeneacTBre npuao-KopHEaTbHOTO CPaIIeHHUS,
a TakKe TPaAKIUOHHBIM HATSXKEHHEM OCTaTKOB pPYyJMMEHTapHOW paayKHOW TKaHU HaJ
TpaOeKyIsIpHON CeThI0, U JePEKTUBHOCTBbIO caMol TpabekymnspHoil cetu. ['oHMOCKomMuecKas
KapTUHA JEMOHCTPUPYET HalW4Yhe TOHKHX IEPEeMbIUYeK, COKpAIIeHHWe KOTOPBIX MPUBOIUT K
3akpbiThio YIIK.

KnuHuka runonnasumn dosea u [13H npu BA:

Jns nereit ¢ BA xapakTepHa pa3iu4Has CTENEHb (POBEATFHOW TUIOIUIA3UH, YTO SIBIISETCS
NPUYMHONW HHUCTarMa BCJIEACTBHE CEHCOPHOW HEJIOCTATOYHOCTH U BPOXKICHHOTO CHIDKCHUS
octpotsl 3peHus (0,1 ¢ koppekiueit). YacToTa nposiBieHuid runomiasiy Gosea y nanueHToB ¢ BA
kosebsercst ot 50 10 84%. BA B 1/3 cimydaeB conmpoBOKIaeTCs 3aJIep>KKOI 3pUTEIBHOTO Pa3BUTHUS
(delayed visual maturation — DVM) — 310 3amenieHre CIOCOOHOCTH K Pa3BUTHIO (DUKCAIIMK B30pa
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B TEUCHHE TIEPBBIX TPEX MecsieB ku3Hu [5]. B cpaBHeHuu ¢ runoruiasueii popea runoruiasus J3H
BCTPEYAeTCsl HAMHOTO peske v oT™MedeHa y 10,7-23% nanuentos [32, 41].

2. IlmarsocTuka 3200/1eBaHUSA MM COCTOSIHUSA (TPyNIbI 3200/1eBAHUN WIN
COCTOSIHUI) MeIMIUHCKHE MOKA3AHUS U NPOTHBOINOKA3aHUS K NIPUMEHEHHIO
METOA0B IMATHOCTUKH

Jlnarno3 BA BBICTaBISIIOT Ha OCHOBaHMM AaHAMHECTUYECKUX JIaHHBIX, pe3yJIbTaTOB
KIMHAYECKOTO O(TaTbMOJIOTHYECKOTO 00CIeI0BaHUs, KOTOPOE BKIIOUAET HAOOP CTaHIAPTHBIX U
BBICOKOMH(OPMATHUBHBIX JIOMOJHUTEIHFHBIX METOJIOB MCCIIEOBAHUS M PE3YIBTATOB MOJIEKYISPHO-
reHeTu4YecKkor nuarHocTuku. [lomHoe odTanbmosiornueckoe oO0CIe0BaHHE BKIIOYAET B CeOs
BU30OMETPHUIO, TOHOMETPHIO, TOHHMOCKOIMIO, OMOMMKPOCKONHMIO TIja3a, o0(TaibMOCKOIUIO,
W3MEPEHUE IEHTPAIBHONU TOJIIMHBI POTOBUIIBI, ONTHYECKYI0 KOoTrepeHTHYI0 ToMorpaduio (OKT)
MakynsgpHo#l 30Hbl U JI3H, n/unu ux BU3yallbHOE MCCIEIOBAHUE C MOMOIIBIO IIEJIEBOM JaMIIbl U
TOYHOTO pa3BEpHYTOro omnucaHus. BeimonHsieTcst ¢oTopeructpanus IIa3HbIX NPOSBICHUH. Y
HEKOTOPBIX MAallMEHTOB OCMOTP TJIa3HOTO JIHA, OJHAKO, HEBO3MOKEH (B CBSI3U C HEMPO3PAaYHOCTHIO
ONTUYECKUX CPEeJl M3-3a LIEHTPAJBbHOTO MOMYTHEHHUS POTOBUIIBI M M3MEHEHUH XpycTajluka) WU
OTpaHMYEH BBIPAKEHHBIM HHCTarMoM. OTMEYaroTCsl JOIMOJIHUTENIbHbBIE OCJIOKHEHUS CO CTOPOHBI
HEPBHOM CHCTEMBI, NOYEK, DHAOKPUHHOW M JPYIMX CHCTEM OpraHoB. OINPOCHBIM JUCT JUIs
3aMoJHEeHUs BpayaMH I€HETUKOM U BpauoM-0(TaabMOJIOTOM NMPUBOIUTCS B IPUIIOKEHUH [

Taobnuua 1. MeToabl o6cneaoBaHus

CrangapTHble TUArHOCTHYECKHUE METOIUKU PaciivipeHHblii CrIeKTp AMarHOCTHYECKUX
METO/IMK (JOTMOJIHUTEIBHO K CTAHAAPTHOMY
Habopy)
HapyxHb1it ocMoTp Onruyeckoe J1la3epHOE HUCCIEIOBAHHE TOJOBKHU

3pUTEJILHOTO HEPBA U CJI0S HEPBHBIX BOJIOKOH C
MOMOIIIbIO KOMITbIOTepHOTO aHanu3aropa (HRT)

Pedpakromerpus, BusomeTpus OnTuueckoe KOT€pEHTHOE MOCIIOHOE
UCCIIEIOBaHUE TEPEHEr0 U 3aJHEro OTaela
riasa c MOMOIIIbIO KOMITBIOTEPHOTO
anaimuzaropa (OKT mepemnero wu  3amHero
OT/ICJIOB)

buomMukpockomnus riasza DnexTpopU3noIoruIecKme METO/IbI

UcCleIoBaHusl  (perucTpamusi  3pUTEIbHBIX
BBI3BaHHBIX TOTEHIIMAJIOB KOPbI TOJOBHOTO
MO3Ta, JIEKTPOpeTUHOTpads)

Odranbmockonus VYnbTpazBykoBas IIPOCTPAHCTBEHHAS
OMOMHUKPOCKOTIHS TJ1a3a

OdTranbMOTOHOMETPHS [TepumeTrpus craTuueckasi, KOMIbIOTEPHAs

W3mepenne nuamerpa  poroBuibl, jauMOa | Keparonmaxumerpus, KOH(OKaJIbHAs

(kepaToMeTpus, TUMOOMETPHSI) MUKPOCKOTIHSI POTOBHIIBI

VYibTpa3BykoBoe  HcciefoBaHue  ruasHoro | MpunokopHeanbHas roHuorpadus (MeToauka
g6moka (B-ckanupoBaHHe), yIbTPa3BYKOBas |IpelycMaTpUBAaeT  3alUCh  JTUHAMHYECKOMN
OouomeTpus riaza TOHMOCKOTIMM  C  TOMOIIBIO  PETHHAIBHOU
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KaMephl)

lNonnockonust buomukpodororpaduss  rmasHOro - gHa  C
UCTIOJIb30BaHUEM (PYHTyC-KaMepbl

MLPA ananm3 — aHanu3 KONMUHHOCTH TeHOB B | DiyopecrieHTHas in situ rudpuansamust FISH co
mokyce 11pl3 ¢ moMOmBIO  peakuuH | crieupUIEeCKUMH 30HaMH

JUTa303aBUCHMON  aMIUTM(HUKAIUKA  30HJIOB,
npsiMoe CcekBeHupoBaHue mo CoHrepy reHa
PAX6

VY nereit ¢ BA ¢ manudecramnueil rmaykoMbl B paHHEM BO3pacTe ¢ pa3BUTHEM KIMHUYECKOU
KapTUHBI KJIACCHUYECKOTO THApOo(TaTbMa IUArHOCTHKA TIJIAyKOMbl HE MPEICTABISET OCOOBIX
cinoxHoctedl. [lpu Oonee mo3nHel MaHH(ecTallMd OHA MOXET BbI3BIBATH TPYAHOCTH H3-3a
OTCYTCTBMSI WJIH €1a00i BBIPRXKEHHOCTH XapaKTEpHOM CHMIITOMAaTHKH, a TaKK€ PACTAHYTOI'O BO
BpEMEHU MaTOJIOMYECKOT0 IpoIecca.

PanHsAg quarHocTHka HampaBiieHa Ha BBISIBICHHUE MPU3HAKOB PACTSKEHUS Ijia3a, BHI3BAHHOTO
oAbEMOM BHYTpuriaszHoro nasieHus (BI'/l), HauanbHBIX MPOSBICHUN aTpo(PUUECKUX MPOLIECCOB B
[[3H, cnoe HepBHBIX BOJIOKOH ceT4aTKW. [IOCTaHOBKAa paHHEro IuMarHo3a IVIAYKOMBI JOJDKHA
0a3upoBaThCid Ha KOMIUIEKCHOM aHalM3€ JAaHHBIX C Y4YeTOM AacCHUMMETPHUYHOTO Xapakrepa
KIIMHUYECKUX U MOP(HODYHKIIMOHATBHBIX XapaKTePUCTHK MapHbIX IJ1a3.

O6nHapyxeHue TOMYTHEHHH XpycTajluka (KaTapakThl) HE TMPEJCTABISET CIOKHOCTEH U
JMarHOCTUPYETCs, KaK MPaBUJIO, IpU OMOMUKPOCKOIIHH TJ1a3a.

2.1. ’Kayo0bl ¥ aHaMHE3

- Pekomenmyercs coop anamHe3a u xanob y Bcex manuenToB ¢ BA [40, 42].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4)

Kommenrapun: Bce petw A0mKHBI OBITH 00CIEIOBAHBI TMEAWATPOM, HEBPOIATOIOTOM,
KapJIMOJIOTOM, TEHETHKOM U TP HEOOXOTMMOCTH JPYTUMH CIICIUAIMCTAMU Ha MPEAMET HATAYHSI
COMAaTHYECKOW MAaTOJIOTHH. BhIICHEHHE CBEJICHUH O paHHEM IOCTHATAIBHOM IEPHOJC: YacTOTe U
TSOKECTH TEPEHECCHHBIX WHPEKIIMOHHBIX 3a00JIEBaHM, XPOHHUYECKOW MATOJOTHH, AJTICPIHYSCKIX
peaknmii. BbpIsBIeHHE HaMW4YMsg BO3MOXHBIX MPHYMH U TPEAPACIONATaloNnX (aKTOpOB
BO3HUKHOBEHHsI 3a00JieBaHUS (BHYTPHUYTPOOHBIE MH(EKIIMU, aJTUMEHTapHbIC (DaKTOpHI M Apyrue)
ITyTEM O03HAKOMJICHHS C COCTOSIHHEM 37I0POBbsI MaTepeid, CBEICHUI aKyIIepPCKO-THHEKOJIOTHYECKOTO
aHaMmHe3a. [Ipy Haym4uM riaayKombl y peOeHKa ¢ BA, BaXHBIM aclEKTOM paccrpoca poIUTENeH
SIBIISICTCS LICJICHATIPABJICHHBIN aHAJIN3 BPEMEHH IMOSIBIICHUS IPU3HAKOB TJIAYKOMBI.

2.2. Du3uKaJIbHOE 00C/IeI0BAHNE

duszukaabHOC O6CJ'ICI[OB8.HI/IC HC I/IH(1)OpMaTI/IBHO.

2.3. JIabopaTopHbIe TMATHOCTHYECKHE HCCIeI0BAHUS

- Pexomennyercs moaTBepikaarolas MoJiekyaspHas nauarHoctuka BA u cuazpoma WAGR
oOsi3aTenbHas Ui 00JIbHBIX BA M BKIIIOUaeT HECKOJIBKO 3TAaroB B COOTBETCTBUHU C pa3pabOTaHHBIM
AITOPUTMOM, TPEJICTABICHHBIM B MeIuIMHCKOW TexHosoruu [43] m marente RUS 2641254 or
18.08.2017, 3apeructpupoBanHoM B denepanbHON Cily>kO€ MO MHTEIUIEKTYallbHOW COOCTBEHHOCTH
PO [44] (Puc. 1).

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JIOKAa3aTEeNbCTB — 4)
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Kommenrapun: Beigenenne JHK wu3 nelikommroB mnepudepuyeckold KpOBH MAIEHTOB,
cobpannoii B mpoOupky ¢ DJITA (3TUICHIMAMHUHTETPAYKCYCHOW KHCIOTOH), MPOBOJMUTCS IIO
OJHOMY U3 CTaHJAPTHBIX NpOoTOKOJOB ouncTku JJHK. Jlns aHann3a poauTensCcKoro Mo3aunuusma rno
oOHapyXeHHOH y mpo0aH/ia MyTalluy UCTIOIB3YIOTCS 00paslibl MOYU M OYKKaJIbHOTO snuTenus. Jis
MPOBEACHUS KapHOTHIUPOBaHUA 1 in situ rudpuamzanuu (FISH) u3 xpoBu, codpanHoil B mpoOHpKY
C renapuHOM HATpHUA™*, TOTOBUTCS CyCIICH3US sIIIEp.

- Pexomennyercs 1 stam — mpoBeleHUE aHalu3a KOMUHHOCTU TeHOB B Jiokyce 11pl3 c
MOMOIIBIO PEAKLIUK JMTra303aBucuMoii aMiuinukanuu 308108 (MLPA ananuz) [43, 44].

Yposens yoeaurenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

KommenTtapuu: B ciaydae oOHapykeHUsS KPYMHBIX AETCIUM, A BaJUAALMU BBITOJHSAETCS
T€HOTUIIMPOBAHUE OTATOIICHHBIX CEMEeM 10 HECKOJbKHMM MHUKPOCATEJNIUTHBIM MapKepam
XpoMocoMmsI 11.

B cnyuae oOHapyxkeHus KpymHBIX Jenenuii, 3arparuBaromux reH WTI1, mpoBogutcs
bayopecientHas in situ rubpumuzanus FISH ¢ 3ommom, cnemuduunsim k reny WTI, mis
BAJIUAALMYA TEMU3UTOTHOTO COCTOSIHUSL JIOKyca y mpoOanaa. Takum mnanueHTaMm BBICTABIISETCS
MPEANOJIOKUTENbHBIN tuarHo3 WAGR cuHIpomMa u  jarorcs pEeKOMEHAAIMH  MOCTOSIHHOTO
HaOJIOIEHUS] Y OHKOJIOTa 70 8§ JIET.

Y npoGaHmoB ¢ OOHApYKEHHBIMH KPYIHBIMH XPOMOCOMHBIMH J€JelMSIMH 005S3aTeIbHO
MPOBOJUTCS KapHUOTUIIMPOBAHUE [UIsI YCTAHOBJIEHUS TPUYMHBI XPOMOCOMHOIO JaucOanaHca:
IpoCTasi MHTEpCTUIMANbHAs Aenenns 11pl3 nnm ke XpoMOCOMHasi MHBEPCUS WM TPAHCIIOKALIMS.
Ecnu npownsonuia TpaHciaokanus, TO HEOOXOIUM TaKKe aHAIN3 KapHOTHUIIA POIUTENIEH.

- Pexomennyercst 2 sTanm — B cilydyae OTCYTCTBHSI KPYIHBIX CTPYKTYPHBIX U3MEHEHHH JOKyca
11p13 y mpobanaa, npssMbIM CeKBeHHpOoBaHUEM TI0 CIHTEPY ONMPEIEISIFOTCS TOJTKOBbIE U3MEHECHHMS
rena PAXG6 [43, 44].

Yposeus yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

Kommenrtapun: Jlanee myranus npoOanaa ompenensieTcss y OOJbHBIX YJIEHOB CEMbH, €CIU
uMeeTcsl ceMeiiHas uctopus. B ciyyae, Kkorzna o4eBUIHOM UCTOPUM HET, HEOOXOIUMO MOATBEPIUTH
cTaryc Mytanuu de novo JA0Ka3aTeabCTBOM OTCYTCTBHS MyTallMU IPOoOaH[Ia Y POAUTENEH, a TakKe
MOATBEPAUTH OHMOJIOTUYECKOE POIUTENLCTBO. Ha 3TOM ke 3Tarne mpoBOAUTCS aHAIU3 BO3MOYKHOTO
COMAaTUYECKOTO MO3aulM3Ma y pOAMTENCH, 4YTO BaXXHO /MJs OICHKM pHCKa MPOTHO3a s
MOCJIEYIOLIEr0 MOTOMCTBA.

[IpoBoauTCs MOATBEPIKICHHUE MATOTEHHOCTH BIEpPBbIE HAllICHHBIX BHYTPUTCHHBIX MyTallui B
reie PAX6 ¢ mnoMompio aHAIM3UPYIOIIUX MPEACcCKa3aTelNbHBIX MpOorpaMM, J0Ka3aTellbCTBa
OTCYTCTBHSI IaHHOTO M3MEHEHUs B BBIOOPKE 3/I0POBBIX JIOACH U/UIU Y 3JI0POBBIX YUICHOB CEMbH, U,
B CIy4ae He0OX0AMMOCTH, (DYHKIIMOHATLHOTO aHAIH3a.

Bce BHyTpHreHHbIe MyTalluu MOJIYy4YalOT HAa3BAaHUE B COOTBETCTBUU C TPAHCKPUMIIMOHHBIM
BapuantoM 1 PAX6 (NM 000280.4). I'panumbl aenenuii Ha3bIBAIOTCS B COOTBETCTBUU C
nosokenrneM MLPA npo0 ¢ yMEHBIIIEHHBIM CUTHATIOM.

2.4. UHCTpYMeHTAJIbHBIE INATHOCTHYECKHE MCCJIeI0OBAHUSA

- Pexomennyercs pedpakToMeTpus ¥ BU30METpUsS BCeM MaleHTaM ¢ BA it onpeneneHus
OCTpOTHI 3penust U pedpakimu [40, 45].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEeIbCTB — 4)

Kommenrapun: Y nereit ¢ BA umerorcss aHoManuu pedpakuud BO BCeX Ciydasx, Y
OOJIBIIMHCTBA Pa3IMuYHBbIe BUABI acTUrmMatu3ma. Kak u3BecTHo, y nereil ¢ BA u riaykomoii, HO
Mepe pacTsHKeHMs IJ1a3a, (OpMHUpPYETCs] MUONUYEcKas pedpakius, y TPeTH — MHUOIUS BBICOKOM
crerieHu. llpu nanpHeiiieM MNPOrpecCUpPOBaHUM TJAYKOMBI W 3HAYUTEIBHOM U, 3a4acTylo,
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HEPAaBHOMEPHOM DACTSKEHUM O000J0YEeK TJla3a, YBEIMYMBAETCA CTENEHb AacTUrMaThU3Ma, B
3HAQYUTEJILHOM CTENIEHU CHUXKAIOLIEr0 OCTPOTY 3PEHMS U TaK JOCTATOYHO HU3KYIO y TAKUX JETEH.

COOTBETCTBEHHO, HCCJEIOBAHNE KIMHUYECKOW pedpakuuyd y JeTeid ¢ TJIayKoMOM wWin
II0JI03PEHUEM Ha 3TO 3a00JIEeBaHUE IPECIENYET IBE LENH: TUArHOCTHKHU IJIayKOMHOTIO Ipolecca U
OLICHKM TEMIIOB €ro MpPOTPECCUPOBAHUSI — C OAHOM CTOPOHBI U CBOEBPEMEHHOW ONTHYECKOMN
KOPPEKLIUH AMETPOIIUU — C IPYIOM.

B HacTosmee Bpems ATaJOHHBIM METOAOM pedpakTOMETpUH Y JAeTell paHHEero BO3pacTa
IIPOJIOJKAET OCTaBaThCsl CKUAcKomusa. Bmecrte ¢ TeM, ee yclneumiHO IOMOJIHSIOT U IpUOOpHBIE
METO/bl, B TOM YHUCJIE OCYILECTBISEMbIE C IIOMOUIbIO TMOPTAaTUBHBIX pPEPPAKTOMETPOB.
HeocnopumsiMu nipenMyIiecTBaMu MOCIEAHUX CIY’KAT BO3MOKHOCTb IIPOBEJCHUS UCCIEA0BaHUS B
JMOOBIX YCIIOBUSX, B TOM 4YHCJIE€ B HapKo3e, a TakXe BO3MOXXHOCTb TOYHOTO OIpEIENICHUs
MepUIUaHa aCTUrMaTU3Ma.

- PekoMeHyeTcsi mepuMeTpus CTaTHUYECKas, KOMITbIOTEPHAs TEPUMETPHs TPH HAIHYUU Y
nered ¢ BA rimaykombl WIM [OJO3pEHMM Ha HeEe JJIsI OLEHKH CTENEHW HapylIeHHS
CBETOYYBCTBUTEIBHOCTH 3pUTEIbHOM crucTembl [40, 45, 46].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: wuccnenoBanue mnepu(EepuyecKoro 3peHUsT UYpPe3BBIYAWHO BaXKHO IS
JUATHOCTUKU W OIEHKH CTAaJMd W JWHAMHUKH TEYCHHS TJIAYKOMHOTO Ipoliecca. be3ycioBHO,
CTaTUYECKasi, KOMIIbIOTEpPHAs TIEPUMETPUS OCYIIECTBUM JIUIIL JETAM CTapIIiero Bo3pacTa, ¢
JIOCTAaTOYHBIM YPOBHEM HHTEIIEKTYAIBHOTO pa3BUTHS. [Ipn 3TOM 3HaUYeHHE MMEET UCCIIeIOBAaHUE
TOJISL 3pEHUS KaK C MOMOIIBIO JBWKYIIUXCS (KMHETHUYECKas MEPUMETPHs), TaK W HEIOIBHKHBIX
CTUMYJIOB (CTaTHYECKasl IEPUMETPHS).

Kunernueckass mepuMerpusi UMeeT 3Hau€HUE B JMArHOCTUKE CTaJUM TJIayKOMBI (OJHAKO,
TOJIBKO TMpH TEPBUYHOM TJAyKOME B3pPOCIBIX, TaK Kak B COBPEMEHHBIX Kilaccuukaiusx
BPOKJICHHOW TJIayKOMBI KOJMYECTBEHHbIE MEPUMETPUUYECKUE KPUTEPUHM OTCYTCTBYIOT) U OIICHKE
JTMHAMHKH TJIAyKOMHOTO Tpoiiecca (y B3pOocibIX U Jeteii). OueHke MOoANeKUT Handie HapylIIeHHUs
CBETOUYBCTBUTENILHOCTH NepupepUUeCKUX IpaHmIl MO 3peHHs, 30HbI bhepyma, rpaHHIIbl CIETOTO
TSATHA.

MeTol KMHETHMUYECKON MEepUMETPUU YK€ JI0Kazal CBOI 3(PPEKTUBHOCTH B MOHUTOPHUHIE
OOJILHBIX C PAa3BUTON M JajeKo3allenieil cTaiusaMu riaykombl. Bmecte ¢ Tem, B LensIX paHHETO
BBISIBJICHUS IJ1ayKOMBI paCCMaTPUBAEMbIil METO/1 YCTYIAET CTATHUECKON MEPUMETPHH.

MeTo1 KOJIMYECTBEHHON CTAaTUYECKOW MEPUMETPHUH 3aKJII0UaeTCsl B OMpPENICICHUH CBETOBOU
YYBCTBUTEJILHOCTU B PA3IMYHBIX YYacTKaX IOJS 3PEHUS C MOMOIIBI0 HEMOJBUKHBIX OOBEKTOB
nepeMeHHol  ApkocTH. COBpEeMEHHbIE KOMIBIOTEPU3UPOBAaHHBIE MPUOOPHl  0OECIeunBaoOT
BBITIOJIHEHUE HUCCIIEJIOBAHUS B IMOJTYaBTOMATHYECKOM peXKuMe (KOMIBIOTEpPHAs WM CTaTUYecKas
nepumerpus (CII).

Meton mo3BoiiieT OOHApYXKHUTh JaKe MHUHHMAalbHbIE Ne(PEKThl KaK LEHTPaIbHOrO, TaK U
nepu@epruyeckoro Mo 3pEHHs], YTO IMO3BOJSET BBISBIATH 3a00JIeBaHWE HA PAaHHUX CTAAUAX U
CYIIECTBEHHO TMOBBIIAaeT 3((EeKTUBHOCTh MOHUTOPUHTA TJIAYKOMBI Yy JETed CpeaHero u
MOJAPOCTKOBOTO BO3pacTa.

[ToBTOpHBIE HCCNEAOBaHUA II€eCO00pa3HO MPOBOJUTH 2 pa3a B TOJA, a IpPH BIIEPBBIC
BBISIBICHHONW TlaykoMme (WM ToAO0Ope Tepamuu WIM TOCIe XUPYPTrUYeCKOro JICUEHHS)
pEKOMEHIyeTCsl TPOBECHIE MCCIEAOBaHUN B TE€UEHHUE MEPBBIX JBYX JIeT HaOMoJeHH depe3 2-3
Mecla.

- PexoMeHnayercss GMOMUKPOCKONMS IJ1a3a BCEM MNalMeHTaM ¢ BA a7 OLIEHKH COCTOSIHUSA
CTPYKTYp nepenHero otpeska riasa [33, 40, 42, 47, 48].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JIOKA3aTENbCTB — 4)

KomMmeHnTapun:
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Porosuna

JmarHocTupyoT pasnuyHoil creneHu BelpakeHHOocTH AK. AK mpencraBnser co0oif
MIOMYTHEHHE POTOBHIIBI B BHUJE MEPH(PEPHUECKOro MaHHyca HA PAHHUX CTAAUAX MATOJIOTHYIECKOTO
mporiecca, Ha MO3IHUX CTaIUAX — 3aXBaThIBAET LIEHTPAIbHBIE 30HBI POTOBHIILI. [IpenMyiiecTBeHHO
MOPAKAIOTCS] TOBEPXHOCTHBIE CJIOH, JIajiee CTPaJaeT CTPOMa, UYTO BIUSET HA YBEIMYCHUE TOJIIUHBI
poroBuiiel. IlepBeie TpOsIBIICHHSI aBAaCKYJISIPHBI, Jlajiee MPOMCXOIUT BpacTaHHE COCYJOB B 30HE
noMmyTHeHUs. HeoBackynsipu3anus poroBHIlbl HAaUMHAETCS Ha 6 1 12 yacax 4acoBOTO MEpUHaHa U
MIPOTPECCUPYET JaJiee 10 BCE OKPYKHOCTH.

CymectByer Heckonbko kinaccudurannii AK, ogHa M3 KOTOPBIX pa3paboTaHa MIBEACKHMHU
yuerbiMu B 2010 roay [30], apyras Lopez-Garcia 8 2006 (Ta6numa 2) [3].

Tabnuua 2. Knaccudwmkauma KeparTonatum, CBA3aHHOM C BpPOXAEHHOM
anupuauen (no Eden) [30]

Cragus Porosuunsle nposiBieHus

0 Mpo3pavyHasi pOTOBHUIIA

| nepudeprudeckoe MOMYTHEHHE POTOBHIIBI C BpaCTAaHUEM COCY/IOB He Oosiee ueM Ha 1-
1,5 Mmm

I nepudepudeckas HEOBACKYNIApHU3allMsd N0 BCell OKPYXHOCTH, HE Hapylaronas
LEHTPAIBHOE 3PEHUE

i BOBJICUCHHE IICHTPAIBHON YacTH pPOTOBHUIBI, OCMOTp TJIa3HOTO JHA 3aTPyIHEH,
cyOanuTeTMaNbHBIN (GUOPO3, CTPOMATIBHBIN XEi3, IIEHTPAIbHBIN POCT COCYIOB

v MYTHasi, HEIpo3padHasi pOrOBUIIA
v KOHEYHAs! CTaIHs, HPPETYISpHAs CTPYKTYpa POTOBHUIIBI, HE ONPENEISICTCS] HA OJMH U3
ee cJI0eB

Juarnoctuka nposiBiaeHuit AK momkHa OCyIIECTBIATBCA C CaMOro paHHEro BO3pPAacTa, T.K.
HECMOTpPST Ha OTCYTCTBHE KJIMHMYECKOW CHMIITOMATHKH, HayajbHble TPU3HAKH MOTEPU
MIPO3PAaYHOCTH POTOBHUIIBI MOTYT HAONIOATHCS YK€ C POXKICHHS, MPEIONpeenisis BbICOKHM PUCK
nporpeccupoBanusi AK B gajnbHeHIIeM.

B OGompmmmucTBe ciydaeB nporpeccupoBanue HIICK mpu AK mposiBisieTcss paspyiieHueM
nuMOansHOTO Oapbepa, pacmpoCcTpaHEHHEM KOHBIOHKTHBAIBHOTO JHUTENUS B LEHTPaJbHbIC
pailoHbl POTOBHIIBI, MOSIBICHUEM OOKaTOBUIHBIX M BOCHAJIUTEIbHBIX KIETOK HA €€ MOBEPXHOCTH,
Jerpajale WK MoJHbIM oTCyTcTBHEeM nanucan dorra [15, 27, 41, 49, 50].

[Ipu pa3BUTUU TJIayKOMBl KIMHAYECKAas KapTUHA MOPAKEHHsS] POTOBUIIBI MOKET ObITh MHOM.
[Ipu HavanbHOMN CTAAMU PU MUHUMAIBHOM PACTSHKEHUH POTOBHIIBI HAOII0aeTCA JIETKHI €€ OTEK B
BUJle omajecueHuuu. [lpuMeyarensHO, YTO OH JIETKO MOKET OBITh KYMUPOBAaH OJHOKPATHOM
WHCTHJUISAIMEN B KOHBIOHKTUBAJIBHYIO MOJIOCTh (THIEPOCMOJSPHBIX KUAKOCTEH): #IEKCTPO3BI™*,
#uatpus xuopuma**, #rmoumepona M Jpyrux), 4YTO TMO3BoJsieT ero auddepeHIpoBaTh ¢
(U3MOJOTMYECKON oOManecleHlueld pPOTrOBHUIBI, YAaCTO HaONIOJaeMOM y HOBOPOXKIEHHBIX. B
MOCIIE/THEM Cllydae omajecueHius He ucuesaet [90].

[Ipn nanbHelIeM MPOrPECCHPOBAHUN TIAYKOMBI YBEIHMYMBAETCA JAUAMETP POTOBHIIBI, YTO
BBI3BIBAET 00pa3oBaHME Ha DHIOTEIMH U JECIIEeMETOBOM MeMOpaHe pa3phIBOB M TPEIIMH B BUJE
€IMHUYHBIX, a 3aT€M U MHOKECTBEHHBIX MOJIOCUATHIX IOMYTHEHUHU. 3a cUeT HapyIIeHHs OaphepHOi
(GYHKIIMM B CTPOMY pOTOBHUIIBI TPOHHKAeT BHyTpuriasHas xuakoctb (BIJK), napymarorcs
MeTaboIMYeCKUe MPOIECChl, UYTO BBHI3BIBAET OTEK, a 3aT€M M TOMYTHEHHE POTOBHIBL. Takxke
MIPOUCXOUT yBelNnueHue (pacTshkeHue) TumOa, MPEeUMYIECTBEHHO BEPXHETO, a B JalbHEHIIEeM,
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MIpU JaJIeKO 3allle/nel cTaauu — BO Bcex otnenax (10 5-6 Mm).

IIpu pa3BuTuM riaaykomsl y aeredl ¢ umeromumucs npuzHakamu AK noasem BI'J] moxer
BBI3bIBATh YXYJIIEHUE COCTOSHUS POTOBULBI: IPUCOEAWHEHUE SBJICHUN OTEKAa WJIM IOBBILLIEHUE
MHTEHCUBHOCTU IOMYTHEHUS.

Ilepennsia kamepa

B Hopme B oOmactu 3pauka riiyOMHaA mepenHe kamepsl cocraBisger 2,75-3,5 mm. Ilpu
HAUIMYAM YaCTHYHOW AHWPHUIUHN BU3YaJH3alMs TIIyOMHBI TMepenHedl Kamepbl He cioxHa. [lpu
OTCYTCTBHM DPaayKKH OPHEHTUPOM CIIY)KUT IMEpeAHsisl MOBEPXHOCTh Xpycranuka. Yacro wuz-3za
aHOMAaJIMH Pa3BUTHSI NIEPEIHAS KaMepa MOXKET ObITh MEJIbY€E CPEAHEH.

[Ipn momyTHEHMM XpyCTajauKa U WIA €ro HaOyXaHUM NEepeHss Kamepa MOXKET ObITh MEJbye.
[Ipu pa3BuTHM TTIAyKOMBI Yy JIeT€l C HayaJlbHOM CTajuel mepenHss KaMepa HOPMaJIbHOM TTyOHWHBI
WM cllerKa Tiyoke, yeM B HopMe. [1o Mepe pacTspkeHust riaa3Horo si010Ka y TakuX JieTeil mepenHss
KaMepa IpoJ0JDKAeT YIIYONsAThCS W MOXKET Jocturarh 5-6 MMm. HeoOxomumo Takke MPOBOIMTH
CPaBHUTEIBHYIO OIIEHKY TJIyOMHBI Kamephl Ha 000MX TIi1a3zax. ACUMMETPHUS 3TOTO TOKa3aTess
SIBJISIETCS BaYKHBIM TUAarHOCTUYECKUM MPU3HAKOM paccMaTpuBaeMOro 3a00JIeBaHUs.

Pagyxka

[Ipu BA moxet ObITh MOJIHAsg aHUPUIUS (XOTS TOHUOCKOIIMYECKH BCErza OINpeAessSIoTCS
pyauMeHTapHble 0Opa3oBaHHUs paayKHOM TKAaHM) WM YacTU4YHAs AaHUPHUAUA C COXPaHEHUEM
pa3aM4HOro 00bemMa runonIacCTUYHON pagyKKH.

Xpycranuk

Hapsiny ¢ mnpo3pauHocTbio, pasmepamMu U (QOpMON OTMEUalOT CKOIJICHHS NHIMEHTa,
(hakotoHe3, CyOIIOKCAIMI0 WM HWHYIO AMCIOKAIMi0 Xpycranuka. Hambomee wacTto BcTpeuaeTcs
nepeHss W 3aaHss NOJSpHbIE BPOXKJACHHBIE KaTapakThl Oe3 MPU3HAKOB MporpeccupoBaHusd. B
3aBUCHUMOCTH OT COCTOSHHSI LIMHHOBBIX CBSI30K MOKET OBITh JWAarHOCTUPOBAH TOJBBIBUX
XpycCTajauKa, Jyalie XapakTepHa ero SKTOMHS B BEPXHIOIO MTOJIOBUHY.

- PexoMeHyercss kKoH(pOKaIbHAsE MUKPOCKOIIHS POTOBUIIBI BceM maruenTaM ¢ BA u AK wiam
BA wu mono3pennem Ha AK mis msydeHws KiaeTodyHOM Mopdosioruu (MprKU3HEHHOW) TIIa3HOM
noBepxuoctu [34, 37].

YpoBeHb yOeIUTEIbHOCTH PeKOMEH 1aIHii B (YypoBeHb T0CTOBEPHOCTH OKA3aTEIbCTB — 2)

- PekoMeHnyeTcsi TOHMOCKOTIMUECKOE UCCIIeJOBaHNE BCeM MaiueHTam ¢ BA npu coxpanenuu
MPO3PAaYHOCTH POTOBUIILI AJII UCCIIEIOBAHMS CTENEHH TUMOIIa3uu PagyKKH, OLIEHKH COCTOSHUS
VIIK, BBIpa)KEHHOCTH NUCT€HE3a CTPYKTYP APEHAKHOW 30HBI JJIsl BBIPAOOTKH MATOTCHETUYECKU
OpUECHTHUPOBAHHON TaKTUKH JieueHus [42, 48, 51].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmMeHnTapuu: sBIsieTcsl METOIOM, TIO3BOJISIONIUM BH3yaTH3UPOBATh PYAUMEHTAPHYIO TKaHb
PaayKKH MPU HEBO3MOKHOCTH €€ 0OHAPYKEHHUS MPU CTAaHAAPTHONH OMOMUKPOCKOIHY Tiia3a.

l'oHnockomnmueckass KapTUHA JIEMOHCTPUPYET HAJIMUME BBICOKOTO MPHUKPETICHUS KYIBITU
pamyxku, orcyrcTBue nuddepeHInpoBaHHON TpabeKyIsIpHOI 30HbBI, HAIMYHE PAa3TUYHOTO pa3Mepa
MepPEeMbIYEK, COKpAIIeHHE KOTOPHIX MPUBOAUT K 3akpbiThio YIIK. Hanuune BbipakeHHOU CTEneHH
TOHHOAMCTeHe3a y neTeil ¢ BA MoxeT ObITh MPEAUKTOPOM Pa3BUTHS TJIAyKOMATO3HOTO Mpolecca B
JTaJbHEUIIIEM.

C mosBreHHEM MIMPOKOTOIBHONW HU(PPOBON MEeIUATPUUECKON PETHHAIBHONW KaMephl CTalo
BO3MOXHBIM TpoBeaeHue uccienoBanusi crpykryp YIIK y gereir 6e3 Hapkosza. [laHHBIH MeTox
MO3BOJISIET JIOKYMEHTHPOBATh pE3yAbTaThl HUCCIEAOBaHMA B LHU(PPOBOM BHUAEC U TMPOBOIUTH
CpPaBHHUTENbHBIA aHATN3 U3MEHEHUN B AUHaMuKe. puaokopHeanbHas TOHUOTpadus, ¢ TOMOIIBIO
pPETHHAIILHON KaMephl, SBISIETCS OOBEKTHBHBIM METOJIOM paHHEH JMAarHOCTUKU MaTOJOTHYECKUX
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nporeccoB B YIIK rnaza [80].

- Pexomennyercs o(hTaibMOTOHOMETpUSI BCeM nanueHTam ¢ BA amst uccienoBaHusl ypoBHS
BI'/l v ruapoaviHaMUKH I71a3a, yYUTHIBAsE BBICOKMM PUCK PA3BUTHs IIIAyKOMBI y IETE€H C aHUPUIUEH
[40, 42, 52, 53].

YposeHs yoeaurenbHOCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

Kommentapun: s xoHtpons  BI'JI  pekoMeHIOBAaHO  HCIOIB30BaTb  TOHOMETP
BHyTpuriaszHoro gasienus TI'/1-01 (mo MaknakoBy) (crangapt ToHoMeTpuu B PD) wnu paznuunbie
TUIIBI  OECKOHTAKTHBIX TOHOMETpoB. Hambonee ymoOHBIM JuIs  AeTedl  MpeacTaBiseTcs
aBTOMAaTUYECKUE MOPTATUBHBIE TOHOMETPBI C KOHTAKTHOW (PUKOILLIETHOW) METOJUKON H3MepeHus,
no3Bosisitomre  u3Mepsatb BIJI 6e3 MecTHOM aHecTe3nH, MHUHUMAJIbHO KOHTAaKTUPYIOIIHE C
poroBuIeil, YT0 0COOEHHO Ba)XHO JJIsl AHUPUAUWHON POTOBUIIBI C BHICOKMM PUCKOM pa3BuTHs AK,
B TOM YHCJIE€ Y JE€TEH PAaHHErO BO3pacTa.

[Ipu ananuse naHHBIX 0PTAIBMOTOHOMETPUHN YUUTHIBAIOT abcontoTHbIE LuGpsl ypoBHs BI'/L,
CYTOYHBIE KOJeOaHUsl U pa3HUIly OPTaTIbMOTOHYCa MEXy riazamMu. CyTouHble KoJieOaHUsI YPOBHS
BT/, a taxke ero acUMMETpHsi MEXIYy MAapHBIMHM TJla3aMH y 3J0POBBIX JIMI, KakK MpPaBUJIO,
HaxoJATCs B Ipesenax 2-3 MM pT. CT. U JIMIIb B PEIKUX CIy4asix JOCTUTAOT 4-6 MM pT. CT.

B cBsi3u ¢ TeMm, YTO Ha OLEHKY AAHHBIX O(PTaIbMOTOHOMETPUU B 3HAUMTEIHLHOM CTENEHU
OKa3bIBAeT BIUSHHUE TOJIIKMHA U TUAMETP POTOBHUIIBI, IPETEPIIEBAIONINE CYIIECTBEHHbBIE N3MEHEHHS
y neteil Ha poHe pa3BUTHUS ITIAYKOMBI, 11€71€CO00pa3HO YUUTHIBATh U 3TH MapaMeTphbI.

HccnenoBanue TONIIMHBI POTOBUIIBI MO3BOJIAET MPABUILHO MHTEPIPETUPOBATH PE3YIbTATHI
odTarbMOTOHOMETpUH. JlaHHbBIE 0(TATBEMOTOHOMETPHUH B IJ1a3aX C POrOBULIEH, UMEIOIIEH TONIINHY
B LIeHTpe Oosee 580 MKM, HY)KTalOTCSl B KOPPEKIIMH B CTOPOHY MoHIKeHUs (peanbHoe BT[] Hinke
MOJTy4EHHBIX JIJAaHHBIX).

- PekoMeHtyeTcst yiabTpa3ByKoBasi OMoMeTpus riia3a (A-cCkaHUpOBaHUE) BceM JieTsaM ¢ BA mos
OTIpENICJICHUs] Pa3MEpPOB TJIA3HOTO S0J0Ka, TIYOMHBI TEpelHEed Kamepbl, YTO IO3BOJIACT TPU
HAIMYMH TJIAYKOMBI BBISIBUTH TEHICHIWIO K MPOTPECCHPOBAHUIO TIIAYKOMBI U OIICHUTH CTaHIO
nporiecca [42, 54].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

- Pexomengyercs ynpTpa3BykoBoe B-ckaHupoBaHue YIIbTpa3ByKOBOE HCCIICOBAHUE
IJIa3HOTO sI0JI0Ka BceM marueHTaMm ¢ BA 1 OLEHKH COCTOSIHMSI BHYTPEHHUX CTPYKTYp TJiaza
(oOoyoueK, CTEKJIOBHJIHOTO Teja, XpyCTaluka W JAPYrux), 4YTO OCOOCHHO aKTyaldbHO IpHU
HETPO3payHbIX MPETOMIISIONINX cpeaax [52].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH 0Ka3aTEIbCTB — 5)

- Pexomenmyercss MeToIMKa YIbTPa3BYKOBOW KOMIIBIOTEPHOW OHOMHMKPOCKOIIMM BCEM
nanveHTaM ¢ BA mpu HEoOXOAMMOCTH IOJyYHTh YETKOE H300paKCHHE CTPYKTYp IEpeIHEro
oTpe3Ka 1i1aza (0cOOCHHO BaKHBIM 3TO MPEACTABIISCTCS MPU MMOMYTHEHUH POTOBHIIBI), U1l OLCHKH
XapakTepa TMMNOIUIa3uu pamykku, cTpyktyp YIIK, napenaxxHoOi 30HBI U TpaOeKyibl B YaCTHOCTH.
IIpu 5TOM BO3MOXXHO H3MEPUTH TOJIIHMHY POTOBHIBI (MM), pamyXKu (MM), IIyOUMHY NeperHel
Kamepbl (MM), BETMYMHY HPUIOKOPHEATBHOTO yriia (rpaj.) u Apyrue napamerps [40, 42].

VpoBeHb yoeauTenbHoCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEeIbCTB — 4)

Kommenrtapuu: npu BA akycTuueckas kapThHa NEpeHEro CerMeHTa ria3a XapakTepusyercs,
Kak MpaBWIO, HAIWYMEM pPYAUMEHTApHOW paayKKU IO BCEH OKPYKHOCTH WM OTAEIbHBIMU
y4acTKaMM C Pa3IMYHOM CTENEeHbIO BBIPAKEHHOCTH ee rumnoruiaszud. [latonornyeckue M3MeHEHUs
MOKHO OOHApY)XUTh U B OTHOIIEHUH CTPYKTYPBHI, Pa3MEPOB M IOJIOKEHUS IMINAPHOTO Tela, ero
OTPOCTKOB M JPYTUX CTPYKTYp Ia3Horo somnoka. ITpuyem 0coOeHHOCTH 3THX W3MEHEHUWH mnpu
HQIMYMM TJIAYKOMBI B OIpPEIENIEHHONM Mepe IO3BOJIIOT BHIPA0OTAaTh ONTUMAIbHYIO TaKTHKY
XUPYPTrUYECKOTo JICUEHUS] TAaKUX OOJBbHBIX, 0COOCHHO MPU HAPYILIEHUH MPO3PAYHOCTH OMTUYECKHX
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cpen rnaza. Ilpu monHON aHMpuUIUKM cTaHAapTHAs OMOMHMKPOCKOIHUS TJja3a PENKO IO03BOJIIET
BBISIBUTh UMEIOLIUECS PyJUMEHTAPHBIE OCTATKU PaAYKHOU TKaHU (KYJIbTH PagdyKKH).

- Pexomennyercsi o(TalbMOCKOIHMSI BCEM MAIlMEHTaM JUIS OIICHKH COCTOSIHUSL CTPYKTYP
3agHero oTpeska riasa [40, 42, 52, 55, 56].

VYpoBeHb yoeauTenbHoCTH pekoMmenaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommenTtapun: OnTuManbHbIM METOJIOM BbISIBICHUS U3MeHeHUH cTpykTypbl JI3H u ceTuarku
aBisieTcst o(hrabMocKomnus (0OpaTHast OPTaTLMOCKONHSI HA LIEJIEBOW JIaMIie 0()TaTbMOJIOTHIECKOM
C JuH3aMH  O(TAIbMOJIOTHYECKUMH  JUArHOCTUYECKUMHU  OECKOHTAKTHBIMH,  TIpsMast
odTanbMOCKONHA Ha IIEJICBOM JaMIle dYepe3 LEHTPAIbHYI0 YacTb TOHHMOCKOIA Ui OCMOTpa
riasHoro jaHa tuna Ban boiiHuHreHa). Y HOBOPOXKIEHHBIX M MIIQJICHIEB JUIsl BU3YyallM3allUU U
¢doToperucTpallui CTPYKTyp TJIA3HOTO [JHA IEJecOo00pa3HO HCMHOJIb30BaTh IE€ANATPUUECKYIO
PETHHAJIbHYIO KaMepy WJIM CMapTCKOIL.

OpHOM W3 NMpUYMH CHWXKEHUs 3peHust y nereil ¢ BA sBasercs runomnasus (oBeanbHON
obnactu u /I3H. Lsetr [I3H moxeT BappupoBaTh OT 0J€IHO-PO30BOTO LIBETA JI0 OJIETHOTO, pa3Mep
— OT HOPMAaJIbHOTO JI0 yMEHbIIEHHOro (rumomactuyHoro), /I3H MoxkeT uMeTh OBalbHYIO U
BBITSHYTYIO popMy. MakyispHas 30Ha 1 oBea MOTYT UMETh Pa3HYIO CTENIEHb AHOMAJIMI CBETOBBIX
pedIieKcoB yKa3bIBAIOMIMX HAa MX THIOIUIACTUYHOCTB: CTYIIEBAHHOCTD, HE NMPaBUIbHYIO (popmy,
OoTCcyTcTBHE cCBeTOBOro peduiekca. Ha nepudepuueckoid 4acTH ceTUYaTKU YACTO BCTPEYAIOTCS
aHOMAaJIMU MUTMEHTAINH 110 TUITY TUIIOTTMT MEHTAIUH.

[Ipn maHudecranuum TriIaykoMbl pa3BUBaeTCs BIUSIONIas Ha JalibHEHIlIee CHIKEHUN
3pUTENbHBIX (QYHKUMN TJIayKOMHash ONTHYECKas HeWpomaTus, 4YTO 3aKOHOMEpPHO Tpelyer
netanbHOM xapaktepuctuku wusMeHeHud JI3H. CrloXHOCTH 3akio4aeTcsi B HEBO3MOXKHOCTH
BU3yaJIM3allMU CTPYKTYP IJIa3HOTO JTHA y JETEH U3-3a TOMYTHEHHUI POTOBHIIBL.

Jlnst  rmaykombl  xapakTepHbl atpoduueckue wu3MeHeHus B J[3H, mposmisroniuecs
neKosopanuen (mobjaeqHeHneM) y9acTKOB AUCKA, pacIiupeHueM U aedopmaiueil ero 3KCKaBaiu,
YMEHBIIIEHUE IO U UICTOHUYCHHE HelipopeTuHanbHoro nosicka (HPIT).

ITpu ocmotpe JI3H mpu momo3peHun Ha riayKoMy W IIpH TIIayKoMe HEOOXOIUMO MPOBOIUTH
kosmuecTBeHHyI0 (pasmep I3H, cooTHomenne 3xckaBaiuu k aucky (3/]1), cootnomenune HPIT
JI3H) u kadyecTBEHHYIO OIICHKY cienyronux mapamerpoB ((popma, Beicota u mBer HPII, ero
OTCYTCTBHE (KpaeBasi SKCKaBallis) WJIM TEHIEHIMS K UCTOHYEHHIO, JeKoJyopanus ydyactkoB J[3H,
CABHUT COCYAMCTOTO Iy4Ka).

Cootnomenne O/J]. Dusmonorunueckas odkckaBanusa JI3H, kak mnpaBwio, wumeer
TOPU30HTAIBHO-0BAJIbHYIO (hOPMY: TOPU30HTATBHBIN AUAMETpP [UIMHHEE BEPTUKAIBHOTO MPUMEPHO
Ha 8%. YBenndeHHas (u3nosornyeckas 3KCcKaBalMs Hpu OOJBIIOM pa3Mepe AMCKa 4alle MMEeT
okpyriyto ¢gopmy. B HOpMme skckaBanus Ha oOoux ruya3ax cuMmMmeTpuuHas. Ilpu stom B 96%
ciydaeB cooTHomenue O/J] Haxomutcs B mpenenax 0,2 JIJI. B HavanbHOW cTaguu TiaayKOMBI
YETKUX PA3IUYUN MKy (DPU3HOJOTHYECKON U TITayKOMHOM SKCKaBalMel He CyllecTByeT. MoHO
BHU3YaIM3UPOBATh CABHUI M Ieperud cocyaucroro mydka. [Ipu mporpeccupoBaHUU BpPOXKIACHHOM
riaykombl ¢ Bbicokumu Imdpamu BI'Jl, yxxe mpu pa3ButToil cramuu (QopmMupyercs AOBOIHHO
o0BbeMHas SKCKaBaIusl.

Pacmupenne sKckaBalMM NpU TJayKoMe OOBIYHO TMPOMCXOAMT BO BCEX HAMPABJICHUSX,
OJIHAKO 4Yalll€ BCET0 B BEPTUKAJILHOM HalpaBieHUHU 3a cueT ucronyenust HPII B BepxHem u HU»KHEM
cektopax /I3H, uTo cBs3aHO ¢ 0COOEHHOCTSMH CTPOSHMSI PELIEeTYaTOM MJIACTUHKU.

Helipopetunanenelii nosicok. Ilpu pa3BuTuM TIi1layKOMaTo3HOTO IIpolecca IOCTENEHHO
npoucxoauT yMmeHbiieHue mupudel HPII, koTopoe MokeT OBITh pPaBHOMEPHBIM 10 Bcel
OKpPYXXHOCTH, JIOKaJIbHBIM KPAaeBbIM WJIM COYETaHHBIM. J[JIs T1ayKOMBI XapakTepHbl aTpo(pHUecKue
n3menenus B JI3H. Knunnuecku oHM MposBISIOTCA B JeKojopauuu (nodneaaenun) yyactkos HPII,
yaiie B TEMIOPaJbHON 30HE (HeoOXoauMo TuddepeHIupoBaTh ¢ arpodueil 3puTeIbHOro HepBa
HETJIayKOMHOT'O T€He3a).
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[NepunanwmuispHas atpousi — UCTOHYCHUE/PA3PYIICHUE XOPUOPETUHATIBHON TKaHU BOKPYT
JI3H. Ilpu rnaykome pacmpoOCTpaHEHHOCTh IMEPHUNANMWIIAPHON aTpoduu BbIMIE, OCOOCHHO C
HOCOBOM CTOPOHBI IIEPUNANMUISIPHOTO MPOCTPAHCTBA.

Cnenyer NOMHHUTh, YTO OTAEIBHO Ka)KJIOTO M3 IMPUBEIEHHBIX CUMITOMOB HEIOCTAaTOYHO IS
IIOCTAHOBKM IPaBWJIBHOTO AuarHo3a. [IpaBuibHOE pelieHHe MOXKET JaTh TOJIBKO KOMILJIEKCHAs
onerka coctosanus JI3H u nepunanwinsprHoit ceruarku. [nst nokymentupoBanus cocrosiHus J3H
yI0OHO HCIOJIB30BaTh IBETHYIO ()OTOPETUCTPALTUHIO.

- Pexomennyercs OKT nepennero orpeska rimaza netsim ¢ BA u AK 1st 00beKTHBHON OTICHKU
COCTOSIHMSI POTOBUIIBI M B KAaueCTBE JOMOJHHUTEIBHOTO METOJa JTUATrHOCTUKU JUMOATbHBIX
MPOTreHUTOPHBIX CTPYKTYp [57, 58].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTtapun: OKT mepenHero oTpe3ka MOXKET OBITh IMOJI€3HA B OMPENEICHUU TITyOWHBI
CTPOMAJIBHBIX TIOMYTHEHUH, OTIPE/ICTICHUS TOJIIIUHBI POTOBHIIBI, BU3yaTU3aIMH CTP YKTYp TIEpEeaHEH
KaMephl I1a3a pU HEMPO3pauyHOCTH ONTUYECKUX CPEI.

- Pexomengyercss wMopdomerpuyueckue METOAbl JUArHoCcTUkH, Brmrodaronue OKT
(refinenbOeprekyro peTuHOTOMOTpaduio), 11 0OBEKTUBHOM OLIEHKH BHYTPEHHUX CTPYKTYD rja3a —
3pUTEITLHOTO HEPBA M CETUYATKH PEKOMEHIYIOTCS BCEM MallieHTaM ¢ BA mpu mpo3pavyHOCTH cpef
[56].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb J0CTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTtapun:  mpuOopsl  OCHAIIEHBl  KOMITBIOTEPHBIMH ~ MPOTPAMMaMH,  KOTOpPBIC
CIOCOOCTBYIOT TOJYYEHUIO M300paKeHUs, a Takke (HOPMUPOBAHHIO U XpaHEHUIO 0a3bl JAHHBIX,
obecreunBaroIeil KOJMYeCTBEHHBIM aHATU3 U300paKCHHS.

PaccmaTpuBaemblii MeTOJ HCCIEIOBaHUS MO3BOJSET KOJUYECTBEHHO OLIEHUTh COCTOSIHHE
MapaMeTPOB CETYATKH, 3PUTEILHOTO HEPBA Y JIETE€ C aHUPUIUCH.

Omnpenenenbl 0COOEHHOCTH M3MeHeHusl CTpyKTyphl JI3H npu rmaykome y neteit ¢ aHupUanei.

VY OGonbmuHcTBa nereld ¢ BA ompenensieTcsi CriaXeHHOCTh MaKyJISIPHOTO KOHTypa 3a CUeT
yMeHbIIIEHHUS (PoBeaTbHON Jempeccuu, XapakTepHOW s THUIOIUIa3uu Makyibl. OTMeueHBbI
OCOOCHHOCTH CTPYKTYpHI ceTdaTku npu BA: y OonblIMHCTBA JeTeil HAaONI0JaeTcsi YMEHbIIECHUE
napamerpa o0IIero MakyJIsipHOro oObeMa yBEeTUYEeHHE MapaMeTpa TOJIIIMHBI CETUYAaTKU B LEHTpE
¢doBea (macular central minimum zone), YTO TOATBEPKIAET OTCYTCTBHE IMPABUIBLHOTO
(hopMHUpOBaHMS MAKYIISIPHOM 00JIaCTH WM €€ TUIIOILIA3HUIO.

[Ipn pa3BUTHM TIAYKOMHOTO Ipollecca XapaKTePHBIMU OCOOCHHOCTSIMH, MOJYYCHHBIMHU C
nomo1bo OKT sBustores:

- YMEHbILIEHHUE TOJIIMHBI CJIOS HEPBHBIX BOJIOKOH CETYaTKH B MEPUMANIILIISPHONH 30HE C
MPEUMYIIECTBEHHBIMU ~ M3MEHEHUSIMM B  TEMIIOpPAJIbHOM 30HE, HapacTaroliee [0 Mepe
MIPOrPECCUPOBAHMUS TTIAYKOMBIL;

- U3MEHEHHUE apTepPHO-BEHO3HOIO HMHJEKCAa MPEUMYILECTBEHHO B CTOPOHY €ro YBEIMUYCHUS,
urdpoBoe MOATBEPKACHNE HAPYILICHUS TeMOAMHAMUKH COCYIMCTBIX BETBEH LIEHTPAIBLHON apTepun
Y LUEHTPAJIbHON BEHBI CETYATKH B BUJI€ YMEHBIICHHS UX Kainuopa:

- YMEHBILIEHHUE TOJIIMHBI CJI0S TAHTJIMO3HBIX KJIETOK M TaHTJIMO3HOTO KOMILIEKCa.

OKT (meron IeiinenbOeprckoit peruHoTOoMorpaduu) B OOJbIIEH CTENEHH IpH TJIayKoMe
MO3BOJISIET OXapakTepu3oBaTh coctosHus /[3H. B wacTHOCTH, mpH mporpeccupoBaHUM TIayKOMBbI
OTMEYAIOTCSl 3HAYUTEIbHOE YBEIMUYEHHE OCHOBHBIX MapaMmeTpoB »3kckaBauuu [I3H: oObema
9KCcKaBalMu (cup volume), mMakcumanbHON TiIyOMHBI SKcKaBamuu (max cup depth), a Ttakxke
IO/ dKCKaBaIu U yMeHblenue 3aaueHnii HPII: o6bsema (rim volume) u miomaau (rim area).
Haubosiee 3HauMMbIM (akTOpoM aTpopuU CTPYKTYp NPH BPOXKAECHHOW TIJIayKOME MOCTYKHI
MOKa3aTellb, XapaKTEPU3YIOIUN CPEJHIOI TOJIIMHY CJIOS HEpBHBIX BOJIOKOH (mean RNLF
thickness), Ben4yrHa KOTOPOTO MPH IIIaAyKOME 3HAUUTEIILHO CHUXKACTCSL.
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Bwmecre ¢ Tem, ciaenyeT MoAYEepKHYTh, YTO JAHHBIE, [I0JIyYEHHBIE C IOMOLIBIO PACCMOTPEHHBIX
pUOOPHBIX METOJIOB, HE SIBJIAIOTCS "9TAJIOHHBIMU" B IMATHOCTUKE TJIAYKOMHOTO Mpoliecca, a JIUIIb
JOHOJHSAIOT Pe3ybTaThl KOMIIJIEKCHOrO oOciieoBaHusl peOeHKa, KOTOPBIE CIEAYET OLIEHUBATH BO
BCEY COBOKYITHOCTH.

OpHako NOJATBEPXKJIEHHOE MpU 3TOM yxyaumeHue coctossHus JI3H sBisercs BakHbIM
IIPOrHOCTUYECKUM MPU3HAKOM [IPOrPECCUPOBAHUS TTIAYKOMBI.

- Pexomennyrorcst anekrpodusnonornyeckue meronsl uccaenoBanus (DDU), Brirodaronme
anekrpoperuHorpaduio (OPI') oburyro, puTMHYECKYIO, HAa CTPYKTYPUPOBAaHHBIEC CTUMYIIBI M IPYTHUE,
3puTenbHbIe BhI3BaHHBIE TOoTeHIMANB! (3BI]) Ha CBEeTOBBIE U CTPYKTYPUPOBAHHBIE CTUMYJIBI BCEM
ManueHTaM i onpeesieHns GyHKIMOHAIbHOTO COCTOSIHUSA I1a3a. Bee ncciaenoBanust mpoBOIsT B
COOTBETCTBUH C ME&XIyHapoaHbIMu cTanaapramu ISSF [60].

YposeHb yoeautenbHOCTH pekoMenaainii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KoMMeHTapuu: aiekTpopeTHHOTpaMMa M €€  KOMIIOHEHTBl CIY)XaT OOBEKTHBHBIM
rokaszarejaeM (QYHKIMOHAIbHOIO COCTOSIHUSI ceTyaTku y Jnereil ¢ BA u comyrcTByromeil ei
natoyiorun (riaaykoma, rumnoruiazust JI3H makynsl u ap.). Hna peructpauuu 3BII npumensior
COBPEMEHHBIE KOMITBIOTEPHBIE CUCTEMBI, TTO3BOJISIONINE BBIJEIATH MOTEHIIMATIBl MAJION BETWYMHBI
U3 IIyMa, UCHOJB3YIOT YCpEeIHEHHWE U (WIbTPb, HHUBEIHUPYIOUIUE pa3nyHble apTedakThl.
WccnenoBanue mnpoBOAST Kak BO BpeMmsi OOApCTBOBaHUS peOEHKAa, TaK U B COCTOSIHHH
MEMKaMEHTO3HOIO CHA WM Hapko3a. OCHOBHOE BHHMAaHHUE YJENSIOT MOKa3aTeNsIM JIATEHTHOCTH.
[Ipu ananm3e MOJYyYeHHBIX AAHHBIX MPUHUMAIOT BO BHHMaHHE, 4TO Ha (GopMupoBaHue nuka Pl
3BII rnaBHbIM 00pa30M OKa3bIBA€T BIUSHUE COXPAHHOCTh PETMHOKOPTUKAIBLHOTO IMYTH, 3PEJIOCTb
(hoBeaTbHOM 00JACTH CETYATKU U COXPAHHOCTH CTpUAPHOU KOpbl. KpoMme Toro, cieayeT yuuThIBaTh,
YTO 3TOT METOJ HE JAET BO3MOYKHOCTH OLICHUTh COXPAHHOCTb ACCOLMATUBHBIX M KOIHUTHBHBIX
(hYHKIIMI TOJOBHOTO MO3Ta, KOTOPhIE 00ECIIEYMBAIOT "3pUTEIHHOE pacro3HaBaHue".

Oco0eHHO BaKHBIMU TIPEACTaBISIOTCS AaHHbIe DD mpu OTCYTCTBUH BO3MOKHOCTH OLICHKH
OCTPOTHI 3pEHHs U3-3a BO3pacTa pedeHKa M TMpPH TOMYTHEHHWU pOTOBUIBI, KOT/a HENb3s
BHU3YaJIM3UPOBATh CTPYKTYPHI 33JTHETO MOJIOCA.

[Tpu Hamwuwuu runomnaszuu [I3H u cTpykTyp MakyisipHON 001acTH M3MEHSIOTCS TIOKa3aTen
O®U: npu peructparmu 3BII cHMKarOTCS aMIUIMTYIHbIE MMOKA3aTeNH, YAJIUHAETCS JIATEHTHOCTH;
OPI" neMOHCTpHUpYET CHU)KEHHE aMIUIUTYAHBIX XapaKTEPUCTHUK.

[Ipn pa3BuTuM riaaykoMaTto3HOro rmpouecca pe3yapratel O®U  uMerT HeKoTopble
OCOOCHHOCTH.

[Ipu rmaykome cepus nocienoBarenbHbix DPU 1o Hopmanuzauuu BI'J[ 1 mocie no3Bossier
OLICHUTh COCTOSIHME CETYaTKU U 3PUTEIIHOTO HEpBa, JMHAMHMKY MU3MEHEHHUU U CIPOTHO3UPOBATH
KOHEYHbIE ()YHKIIMOHATIbHBIE PE3Y/IbTATHI.

Peructpanus cynepHopmansHoii OPI' omHOBpemeHHO ¢ BblcokuMu Iudpamu  BI'J]
CBUICTENHCTBYET O  HEMPOJODKUTEIBPHOM  MEpPHOJEe TUMEPTEH3UHM U OJaronmpusiTHOM
¢dbyHkoHanbHOM ucxoae. Boicokue mudpsr BI'J] ¢ Huskoit ammmutynoir OPIT xapakTepHbl mis
0ojiee BBIPOKCHHBIX MATOJIOTMYECKUX H3MEHEHUH B CTPYKTYpE CETYaTKU M OoJiee TSKEIOM
¢dbyuknuonansHoM mporHose. [locne nopmanuzanuu BI'Jl ammuryna OPIT B Teuenun 3-6 mecsiieB
CHIDKAETCS 10 BETUYMH COOTBETCTBYIOIIMX CTaIuU 3a00JIEBaHUS M COXPAHHOCTH HEHPOIMUTETHS
cetuatku. [Ipu croiikoit Hopmammsanuu BI'Jl OPI' nmeeT TeHAeHIINIO K YMEPEHHOMY IOBBILIEHHUIO
aMILTUTYIbI.

3BIl mpu rrmaykome yke B HadajdbHOW cTaguu 3a00JIEBaHHUS MEHSIOT CBOM AMILTUTYIHO-
BPEMEHHBIE XAPAaKTEPUCTUKU BO BCEM JIMAIa30HE MPOCTPAHCTBEHHBIX YACTOT, KOTOPbIE OTPAKAIOT
COCTOSIHME aKCOHOB F'aHTJIMO3HBIX KIIETOK CETYATKHU.

3BIl mnpu mporpeccrpoBaHUM OONE3HW HMEIOT TMPIMYIO KOPPENSIUI0 W3MEHEHUs
aAMIUTUTY/THO-YaCTOTHBIX ~ XapaKTEPUCTHUK OT CTaJAUM TJAyKOMbl. JIaTeHTHOCTP 1O Mepe
IporpeccupoBaHusi 3a00JeBaHUs W Iepexoia B Oojiee MO3AHIOI CTAJMI0 YBEJIWYMBAETCS, a
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aMIUIMTy/la CHIDKaeTcs, U K abcomoTHOW crtaauu riaykoMbsl 3BII He peructpupytorcs. [lpu
cToiikoil komnencanuu BI'Jl mpoucxoauT crabunm3amus, a 3aTeM YacTUYHOE BOCCTAHOBIICHHUE
aMIUIMTYIHO-BPEMEHHBIX XapakTepuctuk 3BII.

2.5. Uuble TMATHOCTHYECKHE UCCICT0OBAHUSA

He undopmaTuBHEL.

3. JleyeHnue, BKJIHOYAS MeIMKAMEHTO3HYI0 U HEMeTUKAMEHTO3HYI0 Tepanumu,
AMETOTEePaANNIo, 00e300/IMBaHNEe, MEAULIMHCKHE MOKA3AHUA H
NMPOTUBONOKA3aHUS K NIPUMEHEHUI0 METO/I0B JIeUeHUs

3.1. KoHcepBaTHBHOE JIe4eHHE

3.1.1. NpodmnakTuka n nevyeHue AK

- Pexomennmyercs Ha3HaYCHHE MEIUKAMEHTO3HOW Tepamuud  O(TaTbMOJIOTHYCCKUMHU
npenaparamMu (KepaTOMpOTEKTOPHBIMU TperapaTtaMu) Cpead KOTOPhIX Hauboisiee d()PeKTHBHBIM
CrocoOOM SIBJISIETCS Ha3HAuY€HUE THUIPOMEIIO3bI™* (MM TMIPOMEIUIo3bl + JEKCTpaH), IIa3Horo
reNs JeKcnaHTeHon npu Hamwmumu AK w/wnmm s npoUIakTHKA POTOBHYHBIX OCIIOKHCHHI.
Hcnonp3oBaHue JaHHBIX MIPEapaToB HEOOXOAMMO Ha3HAYaTh ¢ paHHero Bo3pacta [93, 94, 95, 96].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmenTtapuu:

OCHOBHBIE TIOJIOKEHUS:

- JIeYeHHEe HaYMHATh C paHHEro BO3pacTa;

- €CJIH BSI3KOAJACTHYHBIC COCAMHECHHS TUIIPOMENIo3a** (MM rumpomernio3a + IEKCTpaH)
HeocTaTouHO 3P PeKTUBEH, HEOOXOIMMO 3aMEHHUTh €T0 Ha MpernapaT #HaTpus THaTypoHarT;

- MaKCHMaJIbHO€ KOJIMYECTBO HCIIOJb3yEMbIX MECTHBIX IpENnaparoB He JOHKHO IMPEBBIIATH
TpeX, BO U30eKaHue NaibHEeHIIero NoBpexaeHNUs POrOBUIIbL;

- MOCTOSIHHO MCMOJIb30BaTh TOJIBKO OPTATIbEMOJIOTMYECKUE MpenapaThl 6€3 KOHCEPBAHTOB;

- IpenapaThl C 0OJIMHAKOBBIM (PApMaKOIOTMUECKUM ACUCTBUEM HE JOJDKHBI MCIIOJIb30BATHCS B
KOMOMHAITUH.

[Toka3zarenu 3¢pheKTUBHOCTH:

- oTcyTcTBUE nporpeccupoBanus AK;

- crabwmzanus BIJ[ B mpemenax ONTUMAIBHOTO YPOBHS C MHUHUMAIBHBIM YHUCIOM
MPEerapaToB B TEYCHUE CYTOK;

- OTCYTCTBUE CHIKCHHS dPPEKTa B TCUCHUE UTUTEIBHOTO MEPHOA;

- MUHUMAJIbHOE CCTEMHOE BO3/ICHCTBHE;

- MUHUMYM MOOOYHBIX 3(pPeKTOB;

- XOpo1Ias MepeHOCUMOCTb.

[TokazaHust K Ha3zHaueHHIO OQTAJIBMOJIOTUYECKUX IpernaparoB (KepaToNpOTEKTOpHAs
Tepamusi) W COBPEMEHHBIX MPOTHBOITIAYKOMHBIX MpPENapaToB M MHOTHYECKHX CPEJICTB
(runoTen3uBHBIX cpenctB) npu AK u riaykome [62, 63, 64]:

- BCEM JIETSIM CO CIIOpaJAuyecKol U HacieACcTBeHHOU hopmamu BA 1 aHupuauniiHoi riaykome;

- cpa3y nocie BoisiBieHus: AK y peGenka;

- cpa3y nocie BblsBiieHus nossiienHoro BI'J] y peGenka;

- IPUMEHSIOT U1 Koppekuuu ypoBHs BI'J] B mocieonepanuoHHBIA IEpUOM, a TaKXKe UL
noneITKU HOopMmanu3auuu BI'Jl y onepupoBaHHBIX AETE€H B 0XKUIAHUU MMOBTOPHOIO ONEPATUBHOIO
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BMCIIAaTCIILCTBA.

3.1.2. TlpoTuBornaykomMHble npenapatbl W  MMUOTUYECKME cpeacTBa
(rMnoTeH3nBHbIe cpeacTBa) (aHanorn npocrarnaHAuMHOB. 6eTa-aapeHOONoKaTopbl.
MHIMOMTOPLI KapboaHrugpasbl. AHTUXOJIMHIPruYecKune cpeacrtBa,
napacuMnatoMMMeTUKU U Ap.) NPU HaNM4YUKn rrnayKkombl

JleyeHne BpOXKACHHOM TIIAYKOMBI XHpyprudeckoe. Bmecre ¢ TeM, B nepuoj NOATOTOBKH
peOeHKa K onepanuy, a TaKkKe, B pse CIydaes, U MOCIe Hee — MPH HEJAOCTATOYHOM THIIOTEH3UBHOM
addekTe BMEMATENbLCTBA, BCE KE HEOOXOauMa METUKaMEHTO3Has O(TaJIbMOTHIIOTEH3UBHAS
Tepanusi.

- PekomeHyeTcsi Ha3HAYeHWE MPOTHUBOTIIAYKOMHBIX IMPENapaToB M MHOTHYECKHX CPENICTB
(TUITOTEH3UBHBIX  CpPEACTB) (QHAJOTM  NIPOCTArJIAHIMHOB, WHIHOUTOpPHI  KapOOaHTUApa3sbl,
AHTUXOJMHIPTUYECKUE CPE/ICTBA, TAPACUMIIATOMUMETHKH U JIp.) TIPY HAJIMYUH TJIAYKOMBI Y IeTeH C
BA nmns camkenus BI'J]. Ilpu BeiOope mpemapaTa HEOOXOAMMO YUUTHIBaTh BO3pacT peOEHKa, a B
mporecce JICYeHUsI TIIATEIbHO KOHTPOJIMPOBATH OOLIMI W JIOKAJBHBIA CTATyC MAalMeHTa IS
WCKITFOUEHHSI BO3MOXKHBIX OCJIOKHEHWH THIOTEH3WBHOW Tepamuu. [IpenmapaTsl ¢ OJAMHAKOBBIM
(bapMakoJIOTHYECKUM JEHCTBHEM HE JTOJIKHBI HCITOJB30BaThCsl B KoMOuHanmu [62-64].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommMenTapun: HazHauatoTcsi pops3oiamua*™* (c 1 Hemenu ku3HuU), (9PPEKTUBHOCTH U
6e3omacHoCTh OeTa-anpeHoOnokaropoB (Tumonon**) e m3ywanace y nerei), maranomnpoct (¢ 1
rojaa), OpuMoHuauH (¢ 2-X yer), #opuHzonamun 1% mo 1 kamie B KOHBIOHKTUBAJIBHBIN MEIIOK 2
paza B JIeHb [91], mmnokapmuE**,  OYTHIAMHHOTHIPOKCHIIPOIOKCH(PECHOKCHMETHII
METHJIOKCANA30**, OeTaKcanoy JeTel ¢ OCTOPOKHOCTRIO* *,

Breibop mpemapaToB A JIeYEHHS] BTOPUYHOM TIJIAYKOMBI JIOCTATOYHO CJIOXEH, OJHAKO B
noclieJHee BpeMsi MOSIBIIIUCH Npenapathl, 0(UIHAIBbHO pa3pelieHHble K MPUMEHEeHUIo y aetel (¢ 1
HEJIENH )KU3HU U JIp.), Haripumep, nop3oaamun™*. [Ipu HeahpexkTnBHOCTH JIeUCHUS pa3pelIcHHBIMA
npenapaTamMu, ¢ THQPOPMHPOBAHHOTO COTJIACUsSl POAMTENEH MalleHTa U ¢ pa3peuieHus] BpaueOHon
KOMHUCCHH Ha3HAYaIOTCs M Te, 4T0 o(pUIMAIbHO Y JeTel He mpumenstores [81, 82, 83, 84, 85].

ANropUTM Ha3HAYEHHUS MPOTHUBOIJAYKOMHBIX MPENapaToB M MHOTHYECKHX CPEJICTB
(TUIIOTEH3UBHBIX CPEACTB) MIPU AHUPHUIUNHHOM I1ayKoMe:

- IpernapaTamy MepBOM JIMHUK BHIOOpA MPHU BPOKICHHOW TJIayKOME OCTAIOTCS MHTUOUTOPBI
KapOoaHTHIpasbl U OeTa-aIPpeHOOIOKATOPHI;

- npu BbeicokoM BI'Jl HaumHaTh cpa3y ¢ KOMOMHUPOBAaHHBIX IIpeHapaTroB, a Mpu
HeZoCTaTOYHOW A((EeKTUBHOCTU M00aBIATH Mpenapar U3 Ipyroi (HapMakoJIOTUYECKOW TPYIIIbI
(mpocrariaaHIuHbL, MapacumMoaroMmuMerukn) [82, 91];

- NpUMEHEHHUE JByX U 0oJiee MPOTHBOIVIAYKOMHBIX IMPENapaToB M MHOTHYECKUX CPEICTB
(TUIIOTEH3UBHBIX CPEICTB) SIBJISIETCS OJHMM U3 KPUTEPHUEB JUISl CKOpEHIIero mepexoia K
XUPYPrU4ecKOMY JICUCHHUIO;

Bpau-odranbmonor cramkuBaeTcs ¢ TaKMMHU MpoOieMaMu NMpH KOHCEPBATHMBHOM JICUEHUH
AHUPUAUIHON IIIayKOMBI KaK:

- TSDKETIble IOpa)keHUs I1a3Hoi nosepxHocTH Beneacteue HIICK;

- IUIOXas TEPEeHOCHMMOCTh MECTHOM THIOTEH3MBHON Tepamuu (B CBSI3M C ITHM HU3KHUH
KOMIUIA€HC K JAHHOH Teparuu y IeTel U B3pOCIbIX);

- HeOoOXOJAMMOCTb HCIIOJIb30BAaHUSI HECKOJBKHUX MPOTHBOITAYKOMHBIX MpPENapaTtoB U
MHOTHUYECKUX CPEICTB (THIOTEH3UBHBIX CPEJICTB) YCYI'YOJsieT POrOBHYHBIE MPOOJIEMBI, BKIIOUYAs
[OSIBJICHUE TOYEYHOM KepaTomaTMM W PEUUIUBUPYIOIIMX DPO3UH, YCUIMBAIOIIMX IIPOLIECCHI
HEOBACKYJISIPU3aLUY;

- cUCTeMHbIe T0O0YHbIE 3()(EeKThl MECTHON TMIIOTEH3UBHON Tepanuu: 3Ta mpodieMa KacaeTcs
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MPEUMYLIECTBEHHO JIETEH, OHA 3HAYUTEIIBHO OTPAHUYMBACT CHEKTP JIEKAPCTBEHHBIX IPENApaToB
BO3MOYHBIX K IPUMEHEHUIO;

- mo6o4HbIe A(P(HEKTHI CUCTEMHOW TUIIOTCH3UBHOM TEparyu: UHOT/Ia BPEMEHHOE MTPUMEHECHHE
WHTUOUTOPOB KapOoaHTHIpa3bl HeoOXoaumo st cHkeHus BIJl, 9T0 MOXKET NpuBECTH K
WM3MEHEHHUIO JIEKTPOJIMTHOTO COCTaBa KPOBU (HU3KHUI YPOBEHB KaJlUs ), TOIIHOTE, PBOTE, CHUKEHUIO
¢busnueckoit akruBHOCTH [62, 63].

3.1.3. HenpoTpoduyeckoe neyeHme

- Pexomennyercst MemuKaMeHTO3HOE HelipoTpoduieckoe euenue netsm ¢ BA u rimaykomoii ¢
LENbI0 COXPAaHEHUS W CTUMYISIIMM 3pUTEIbHBIX (QyHKUMHA. Tepamnuio cieayeT NpOBOIUTH
perymsipro (1-2 pasa B ron) [77].

KoMMeHTapuu: B KOMIUIEKC HEHPOTPOPHUUECKOTO JIEUEHUS BKIIOYAIOT HOOTPOIHBIE
npenapaTtsl  (Apyrue IMCUXOCTUMYJSATOPHI M HOOTPOIIHBIE Ipenaparbl), aHTHONPOTEKTOPHI,
MOJIMBUTaMUHBIL. Teparnio MpoBOISAT MO KOHTPOJIEM Bpada-HEBPOJIOTaA.

3.2. Xupypruueckoe Jiedenue (I0Ka3aHUs K HEOTJI0KHOMY, B TOM 4HCJIe
NMOBTOPHOMY XHPYPru4eCKOMY JICYEHHIO; METOAbI XHPYPIru4ecKoro Jie4eHus)

3.2.1. MeToabl XUpYypruyeckoro rfie4yeHus rnaykomol npu BA

- PexomeHnyercs XHpyprudeckoe JIedeHHE JeTsM ¢ BA Tipu pa3BHTHU TIAyKOMBI JUIS
caumwkenuss BI'Jl. Toqbko XHpypruduecKuM METOJOM BO3MOXHO YCTPaHUTh MNPEHSTCTBUSA OTTOKY
BI'K, co3naBaeMbie pa3iWyHbIMU CTPYKTYPHBIMH aHOMAJIMSIMU JPEHAKHOUW 30HBL [Ipu rmaykome
3TO CpOYHOE WM Haubojee paHHEEe XHPYPrHUecKoe JIeUeHHWe NpHU TMEpBbIX MPHU3HAKAX
JekoMIieHcanuu riaaykomsl [40, 42, 66-68].

Yposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

Kommenrtapun: IlokazaHus K HEOTJIOXKHOMY XUPYPTHYECKOMY JIEYEHHIO (B TOM 4YHCIIE
MTOBTOPHOMY):

- BBICOKHMI ypoBeHb BI'Jl, KOTOpBIII HE MOXXET OBITh HOPMAJIM30BaH KaKUM-JTHOO IPyruMm
METO/IOM JIEYEHHUSI, KPOME XUPYPTUYECKOTO0;

- HEBO3MOXHOCTh OCYIIECTBJICHUS APYTUX METOJOB JieUueHUs (B TOM 4YHCIIE HECOOII0eHHE
BpaueOHBIX  PEKOMCHJALMK, BBIPOKCHHBIE TMMOOOYHBIE d3(PPEKTh) WIM  HEIAOCTYIHOCTDH
COOTBETCTBYIOIIEH MEAMKAMEHTO3HOM Tepanuu;

- TIOBTOPHBIE OIEpaluu HEOOXOIUMO MPOBOJUTH Ja)K€ IPH OCTATOYHBIX 3PHUTEIBHBIX

GyHKIHSIX.

XUpypruueckoe Jie4eHHE TJIAyKOMBI y Jereii ¢ BA HaxoauTcs B LEHTpe Je4eOHBIX
MEPOTIPUATHH, OCYIIECTBIISIEMBIX TAKUM OOJIBHBIM.

CymiecTByeT JBa LEJIEBbIX HANpPaBICHUsS ONEPATHBHBIX BMEIIATEIbCTB IPU BPOXKAECHHOU
rJayKoMe.

IlepBoe mpenycMaTpuBaeT BoccTaHOBJIEHUE (TouHee, (opmupoBaHue) oTroka BIOK, nubo 3a
CUeT YCTpaHEHMs IpPENATCTBUS Ha €€ eCTECTBEHHOM IyTH, JUOO MyTeM CO3[aHUs HOBOTO IYTH
oTToKa Biaru (¢guctynsl) B "06Xo1" €CTECTBEHHBIX JPEHAKHBIX ITyTEH.

Bropoe HampaBieHue XHPYprUuecKoro JeueHHs JeTeil ¢ 3TOW maToJiorueil MpeacTaBIeHO
BMeIIaTeIbCTBAMH, HAlIPaBJIEHHBIMU Ha COKpalieHnue npoaykiuu BIOK nunuapHsiM TenoM.

- PexoMeHayrOTCS CleAyIoue XUpypruueckue MeToabl (GOpMUPOBAHUS OTTOKA BOJSTHUCTOMN
BJaru Jietsm ¢ BA u rimaykomoii [66-68]:
oTiepaluy, HallPaBJICHHbIC HA YCTpaHEHHWE OPTaHMUYECKUX MPEMSATCTBUI HA MyTH BOASHHUCTOMN
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BIIar® K Tpabekyie (TOHHOTOMUS, B TOM YHCIIE C TOHHONMYHKTYPO#; TpaOeKyIoTOMHUs ab interno);

BMeEIIATENbCTBA (DUCTYIM3HUPYIOLUIETO THIA, IMpeaycMaTpuBaromue (GpopMHUpoBaHHE HOBOTO
KaHalla W3 TepeAHedl KaMepbl TJlaza HapyXy, B HHTPAacKIEpalbHOE MPOCTPAHCTBO
(IMaTepMOrOHUOITYHKTYpa, MHUKPOJHATEPMOTOHHONYHKTYpa, Tpabekyn ortomus ab externo,
omepanus roHuoauanu3a ¢ Tpabekynoromueil ab externo, cunyctpabexkymkromus (CTD) u ee
MO (UKAITIH).

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

KommeHTapuu: psij 3apyO0exHBIX KIMHUK MpeiaraeT onepamyeld mepBoro BHIOOpa oneparmro
Tpabekynoromuro ab interno m ab externo. Ho kak moka3bIBaeT MpakTHKa 3TO XHUPYPTHYECKOE
BMEIIATEIbCTBO BBI3BIBACT CIIOKHOCTM B JIOKAJM3allUsl CKJIEPAbHOTO CHHYCa BO BpeMs
XUPYPruyeCcKOTO JEYEHUs, a TAKKE HaIU4Yue 3a4acTyro HeoBackisspu3auuu B YIIK nemaer 310 BHA
XAPYPTUYECKOTO JIEYCHUS! TPYJHOPEATM3yeMbIM U CBSI3aHHBIM C TIOBBIIICHHBIM  PHCKOM
WHTPAOTIEPAIMOHHBIX TEMOPPArHUECKIX OCIOKHEHUH.

Haubonee ctabunpHblil THIIOTEH3UBHBIA 3QdexT nMeer onepauusd CTI. Dra moaudukanus
XAPYPTrUYECKOTO BMEIIATEIECTBA PECIEAYeT 1eTb (GOpMUPOBAHUS (PUCTYIBI U3 MIEPETHENH KaMephl
r1a3a B HWHTPACKJIEpabHOE TIPOCTPAHCTBO (00BEM KOTOPOTO  pACHIUPSieTCs TIIyOOKOMH
ckiepakTomMueit). OCOOCHHOCTRIO TIPH TPOBEICHUN JAHHOTO XHPYPTHYECKOT'O BMENIATEIhCTBA Y
JeTel ¢ aHMpUAMEN SBISETCS HccedeHHe TpaOeKynbl 0e3 BHIMOJHEHUS MOJHOLUEHHOM Oa3anbHOMN
UPHUIDKTOMUU ¥ 0oJiee IIMPOKOE WCCEYCHHE TPaOCKYISIPHOW 30HBI, KOTOPOE CBS3aHHO CO
CKJIOHHOCTBIO K TIOCIIEONepalliOHHOMY (uOpo3y y OTOHW TpyNIbel TamMeHTOB. Tak ke
pEeKOMEHZIOBaHO OoJiee TIIATENPHOE HAKIAAbIBaHWE CKJICPATBHBIX IBOB W  yIIMBaHHE
KOHBIOHKTHBHI JUUTSI UCKITFOUEHHSI TTOCIICOTIEPAIIMOHHON THITOTOHUH.

- Pexomennyercs momudumupoBannas CTD ¢ anmuukamuedl ¢ I[ETbI0  YMEHBIICHHS
pyOlieBaHusl TKaHEW W/WIM TPUMEHEHHE HMMIUIAHTOB (IpeHaXKHBIC YCTpoHCTBa) neTsiM ¢ BA u
TJIayKOMOW TpH OTCYTCTBUU 3((eKkTa OT BBHIIICTIEPEUUCICHHBIX ONEepaluid Ui HOpMallu3aluu
o(pTarTbMOTOHYCAa WM B KauyecTBE OINEpallH MEepBOro BhIOOpa NMpHU HadM4uu (DaKTOPOB pHUCKA U
IpearnoaaracMoi yoexaeHHOCTH B HedpPeKTUBHOCTH Kiaaccudyeckoit metoauku CTD [66].

Yposens yoeaurenbHoCcTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

Kommenrtapun: CrieqyeT OCTOpOKHO — HUCHOJB30BaTh — Tepamuio, HamnpaBiIeHHYIO Ha
yYMEHbIIIEHHE pPyOLeBaHMsl TKaHe (TJIFOKOKOPTHKOCTEPOUIbl — HTUAPOKOPTH3OH**), yuuTHIBAS
BBICOKHI puck nporpeccupoBanus AK mocie ux npumenenus Ha pone cymectByromein HJICK.

B nocneanuie roapl npu MOSIBICHUU COBPEMEHHBIX XOPOIIO MEPEHOCHUMBIX AETCKUM TIIa30M
KOHCTPYKIUH JIpeHa)kel MPUOPUTETHBIM HAINpaBICHUEM B XUPYpPruH IiiaykoMmbl npu BA crano
MPUMEHEHHE JPEHAXXHBIX YCTPONWCTB B KauyecTBE oOIlepaluu MnepBoro BbiOopa. Ilpumenenue
MMIUJIAHTATOB (JpeHaXKHbIE YCTPOMCTBA, KIJIAMIAHOB) PA3JIMYHBIX MOJIUGUKALUNA HE MpEACTaBIsET
0CO0OM CJIOXHOCTH U TO3BOJISIET MPOJJINTh TUHOTEH3UBHBIA 3 (EKT omepalud U yCTaHOBUTH
KOHTpoJupyeMbiit ypoBeHb BI'J[. Ho mipu BbiOOpe naHHOM TaKTUKU JICUEHHS y JAeTel ¢ aHupuaueit
HAJ0 YUYUTHIBATh BBICOKMI PHUCK aKTHBHOTO (DUOPO3HOTO IMpolecca B MOCICONEPAUOHHOM
epuo/Ie.

- PexkomeHIyloTCS XHpypruyeckHe METOJbl, HAIpPaBJICHHbIE HA YMEHBIICHUE CEKpelUuu
BoAssHUCTOM Biaru (JIazepHas TpaHccKiepaibHas HUKIOKOATYJSAIMs, TMaTepPMOKOATYIISAIUs) AETIAM
¢ BA u rmaykomoll mnpu HeIPPEKTHUBHOCTH XHPYPrMUYECKOIO JICUEHHs HAalpaBJIEHHOTO Ha
ynyuienne orroka BIK [42, 51].

VpoBeHb yoeauTenbHoCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTEeIbCTB — 4)

Kommentapuu: B oCHOBe 3THX XUPYpPrHUECKMX BMEUIATENIbCTB JIEKUT TEMIEpaTypHOE
BO3/ICHICTBUE HETIOCPEACTBEHHO HA IMJIMAPHBIE OTPOCTKH, JIMOO HA MUTAIOLINE UX 3aJHUE UIMHHbIE
LWJIMAPHbIE apTEPUH.

JlazepHyI0 TpaHCCKIEPAIbHYIO LUKIOKOATYJSAIUIO Yalle MPOBOJAT B HECKOJIBKO 3TaroB.
3aneiicTBYIOT He OoJjblle 2-X KBaJpaHTOB 3a OJMH dTal. 3ajaya BMEIIATENbCTBA JOCTHYb
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HopManu3auuio BI'J[ 10 HOpMaJIbHBIX 3HAUEHUE WJIM 10 3HAYEHUH IMO3BOJISIIOIINX HOPMAJIU30BaTh
BI'Jl mpy moMomM HMHCTWUISINMM THUIIOTEH3UBHBIX Kamellb. MexXay sranamu XUpypruyecKoro
JICYCHHUE JKEJIATeNbHO BBIICP)KUBATh HE MEHEE TPEeX MECSIeB i cTabunm3anuu nokazareneit BI'J]
U pe30pOIMH BOCTIAIUTEIBHOTO MPOIECCa B 30HE ONEPATUBHOTO BMEIIATEIILCTBA.

JuatepMokoaryisiiisi  3aJHUX  JJUHHBIX  I[WIMAPHBIX  apTepuil  IpeaycMaTpHUBaET
HEIMOCPEACTBEHHOE TEPMUYECKOE TPAHCKIEPAIBHOE BO3JECUCTBUE HA COCYAHUCTOE PYCJIO, YTO
MIPUBOJIUT K aOJISIIUU COCYIOB, HAPYIICHUIO KPOBOCHAOKEHUS U CHIDKEHUIO Tipoaykinu BIOK.

[locne BbIMONHEHUS oOmepanuii "IUKIOAECTPYKTUBHOTO" TuTaHa, peOeHKy Ha 2-3  mHS
Ha3HAYalOT TPYIIbl HHTHOUTOPOB KapOOaHT U Ipa3bl BHYTPh B BO3PACTHOM 103UPOBKE, KOMOUHUPYS,
TakuM 00pa3oM, XUPYPruueckoe M MEAMKAMEHTO3HOE ITOJABJISIONICE BO3JICHCTBUE HA IUIHAPHOE
teno [92].

Brimen3noxeHHble XUpypruyeckiue BMEmaTeabCcTBa Mo CHIKEHUI0 npoaykunu BIOK, ciyxar
ANbTEPHATUBOM  TPAJUUMOHHBIM  METOJAAM  XUPYPIMYECKOTO JIEYEHUsS y  MHOTIOKPaTHO
OTIEpUPOBAHHBIX JETEH U SIBIISIIOTCS ONEepalusMHu BblOOpa y AeTel ¢ riaykoMoil B TEpMHUHaIbHON
CTaJuH.

3.2.2. Xupypruyeckoe ne4yeHuve Kkatapaktbl npu BA

- Pexomenayercs mnpoBefeHHE XHPYPrHUYe€CKOro BMeEIIATeIbCTBA — (aKoacHupanuyl WIn
acTUpaIMu-uppUraiuy BpoxkaeHHoU kaTapakTel (BK) c\0e3 uMmiaHTanuu HHTPAOKY/ISIPHON JIMH3BI
(MOJI) B 3aBUCHMMOCTM OT XapakTepa NOMYTHEHMsI XpyCTaJliKa M HaJWYHUS COIYTCTBYIOIIEH
[aToJOruM rjaza y jaered ¢ BA wm karapakrodl Ipu BBISBICHHHM BBIPAXKEHHBIX W3MEHEHHU
XpYCTalliKa, BBI3BIBAIOIINX 3HAYUTEIbHYIO 3PUTENIBHYIO AenpuBaiuio [42, 69-73].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4)

KomMenTtapun: rTinaBHBIM  ()akTOpOM TPU  OMPEICNIEHUH CPOKOB  XUPYPTUUYECKOTO
BMEIIATENIbCTBA, KAaK IPU JBYCTOPOHHEH, TaK M IPHU OJHOCTOPOHHEH KaTapakTe HA aHMPUIUNHBIX
rJ1a3ax sIBJsieTCsl BHIPAKEHHOCTh MOMYTHEHUN XpycCTajiuKa, onpeaesstomasics GopMoil KaTapakThl,
BIIUSIOIICH Ha (POPMUPOBAHNE 3pUTEIBHBIX (YHKIIMH peOeHKAa B CCHCUTHUBHBIN IMTEPUOI.

Xupyprudeckoe jedeHue BK y nereit ¢ BA nokazaHo npu HaJIMYUM ONTUYECKH 3HAUYUMBIX
IIOMYTHEHHI XpYCTaJIMKa, PaCHOJIAralolINXCcs BJIOJIb 3PUTEIBHON OCH TIJla3a U BbI3BIBAKOLINX
CHIDKeHHE 3puTeNnbHbIX (GyHKIMi. Kak mpaBuio, HemporpeccHpyoide MOoJIpHble NOMYTHEHUS
XpycTajJuKa B YCJIOBHSIX OTCYTCTBHUSI DPaIy>KHON OOOJIOUKM HE OKa3bIBalOT ACTPUBUPYIOLIETO
JNEUCTBUS M HE HYKIAOTCA B pPaHHEM XUPYpPruyeckoM BmemarenbcTBe. OnepatuBHOE
BMEIIATEIILCTBO MOXET OBITh OTCPOYEHO 10 OoJjiee cTapiiero Bo3pacTa B 3aBUCUMOCTU OT
JTUHAMUKHU IPOrPECCUPOBAHUS KaTapaKTAIbHBIX IOMYTHEHUM U CHUIKEHUSI OCTPOTHI 3pEHUSL.

Xupyprus KaTapakThl Y MaLMEHTOB C aHUPUAMEHN CBsI3aHa C OIPEICIIEHHBIMU CIIOKHOCTSAMMU:

- pacuet cuisl MOJI 10 onepanuu MO>KeT ObITh 3aTPYAHEH U3-3a HECTAOMIIbHOM MOBEPXHOCTH
rJla3a, HUCTarMa M MoJIsIpHBIX KaTapakT;

- pa3mep, JUIMHY pa3pe3a U MECTO PacroyIoKEeHUs HEOOX0JUMO TLIATEIbHO IPOIyMaTh, YTOOBI
n30exaTh BOSHUKHOBEHMS WK o0ocTtpenns AK y 3TuX maiueHTos;

- HMCCJIEIOBAHUE KaIICYJIbl XPYCTAJMKa MOKA3aJ0 CHM)KEHHE TOJILMHBI KallCyJbl y AETel Ha
50% 1o cpaBHEHUIO C HOPMAJILHBIM KOHTPOJIEM;

- U3-3a TMIOIUIACTMYECKON paayXHOW 000JI0YKH, MPHUBOJAIIEH K OTCYTCTBUIO IMIHMApHOU
60pO3/1bl IPU AHUPUIUH, UMIUIAHTALMS B KAIICYJIbHBIM MEIIOK SBJISETCS €TMHCTBEHHBIM BapUaHTOM
MHTPAOKYJIIPHON KOPPEKIMHU apaKkHH.

COBpCMCHHaH TCXHOJIOTUA XUPYPTHUH KAaTapaKThl BKIIFOYACT:
- TOHHCJIBHBIC POrOBUYHBIC WM KOPHCOCKIICPAIBHBIC MHUKPOPA3PE3bl C HOCJ'ICI[}’IOH_ICI\/'I
IIOBHOM (I)HKC&I.[HCf/'I OCHOBHOTI'O pa3pe3a, BLIIIOJIHCHUC MApallCHTC30B Ha 3u9 gacax;
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- HCTIOJIb30BAaHUE COBPEMEHHBIX BUCKOAJIACTHKOB JIJISl 3AIUTHI SHOTENNS POTOBUIIB;

- npuMeHeHHe JU(GQGEPEeHIIMPOBAHHBIX  METOJUK  IEPEJHEro  Kamlcylopekcuca ¢
(dbopMupOBaHHEM MHUHUMAIBHOTO nuamerpa (MeHee 5 MMm) ais 6ojee cradmibHON Gukcanuu MOJI
B KaIlCyJIbHOM MEIIIKE;

- anmapaTHasi WM MaHyaJlbHasi aCIUpPaUs-UPPHUTAHS XPYCTATUKOBBIX MAaCC;

- SHIOKAICYIIpHas UMIUTaHTaMs THOKKX akpritoBbix MOJL.

Mertoauku (pakoacmupaiyu KaTapakThl COOTBETCTBYIOT METOIMKaM 1o yaanenuio BK Gosee
noapo6Ho onmcanaoi B KP mo BK.

- Pexomennyercsi mpoBeieHnE KOHCEPBATUBHOTO MEIMKAMEHTO3ZHOTO U MPU HEOOXOAMMOCTH
XUPYpruueckoro JjedeHus y paered ¢ BA mnpu pa3BUTUM HMHTpa- M IOCJIEONEPALUOHHBIX
ocnoxuenuit [33, 40, 42, 74].

VYpoBeHb yoeauTenbHOCTH pekoMmenaanuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KomMMeHTapuu: Ba)XKHO 3HATh, YTO XMPYPrUUE€CKOE BMEIIATENbCTBO (HO MOBOAY TJIAYKOMBI U
KaTapakTbhl) MOXET CIpOBOLMpOBaTh mporpeccupoBanue AK, Xupyprus TIJayKOMbl MOXET
CTUMYJIMPOBATh JUCIOKALMI0O U MOMYyTHEHHE Xxpycrainuka. [lo jgaHHBIM JuTepaTypbl HamboJsiee
pacnpoCTpaHEHHBIM OCJIOKHEHHEM XHPYPIHH KaTapakTbl ObUIO pa3BUTHE TJIAYKOMHOTO Mpoliecca,
TpeOyloIero B JajbHEHIIEM JONOJHUTENLHBIX AaHTHUIJIayKOMAaTO3HBIX BMELIATENbCTB C IIEJIBIO
Hopmasmsanuu BIJI.

BaxxHo 3HaTh, YTO OTCYTCTBHE PaayKKH, MOIMMOP(GU3M BBISBICHHBIX M3MEHEHUH TJaza, B
toM yucie Hanuure HJICK o0ycroBauBaeT 0COOEHHOCTH MHTpPA- U MOCIEONEPAIIHOHHOTO TEYEHUS
AK u BIusieT Ha UCXOJbl XMPYPIHUECKOTO JICYEHUS U Ha MPOTHO3 3a00JIeBaHMSI.

OcnoXHEHHE XUPYPruyecKoro BMENIATENbCTBA, OMMCAHHOE TOJBKO TP BA — aHUpUIMAHBIN
¢ubposuenii  cunapom (ADPC), mnpencraBiser coboii  (GUOPO3HBIM  pYOLOBBIA  TpoIIECC,
aCCOLIMMPOBAHHBIN C pa3BUTHEM TMIIOTOHHMH, CHIKAIOIIEe 3pUTeNIbHbIE (YHKIIMU U B Psijie ClyyaeB
MPUBOJIAIIEE K CyOaTpoduu riiasa.

Heb6naronpusiTHeIMU (akTOpaMu, OCIOKHSIOIUME MOCIIEONIEPAIMOHHOE TeUSHHUE TEPBUYHON
TJIayKOMBI, CIyXaT H30bITOYHOE pyOleBaHWE U aKTUBHAsg pereHepalus, BbI3bIBaeMas
nponudepanueit pudpoOIACTOB TEHOHOBOM KallCyjibl M SIHUCKIEPHl B 00JacTU ONEpPaTHBHOIO
BMEIIATENIbCTBA. Y JIeTel ¢ aHUpUAUEH MPOLECCHI MPodepaluy B 30HE BMEIIATEIbCTBA B pAHHEM
MOCJIEOTIEPAllMOHHOM TIepuoie 0oJiee aKTUBHBI, YeM y OOBIYHBIX JI€TEH U B3POCIBIX, YTO OOBSICHSET
60see HU3KYIO () (PEeKTUBHOCTh aHTUTTIAYKOMATO3HBIX ONEpaIHil IPH JIEYEHUH TI1ayKOMBI.

PyOueBanuio B 30HE XMPYpPrHUECKOTO BO3JCHCTBHS CIIOCOOCTBYIOT: HEOCTATOYHBIN 00beM
HCCEKaeMoil yacTH TpaOeKyJbl, 3aKPbITHE 30HBI ONEpalid TOHUOCUHEXUSMH, KOTOPBIE SIBISIOTCS
MOCJEACTBUSIMU  TOCJEONEPALMOHHBIX HPUTOB W  KPOBOMBIUAHUA B TNEPEIHION Kamepy,
MOBBIIIEHHBIE CIUITYUBBIE TIPOLIECCHI.

CoBpemeHHbIE CMOCOOBI, MPEMATCTBYIOIIME HM30BITOUHON mponudepanuu, BKIIOYAIOT:
YMEHBUIEHUE TPAaBMATUYHOCTH ONEPALMi, IIUPOKOE HCCEYEHHE KOHBIOHKTUBBI U SIUCKIIEPHI,
MIPUMEHEHHE TIIFOKOKOPTUKOCTEPOUIOB, (PEPMEHTHBIX B BUJEC CYOKOHBIOHKTHBAIBHBIX MHBEKIU M
[86] u anTMeTabonmTOB [87, 88, 89, 97, 98].

Kpome n30pITouHOr0 pyorieBanus, 3pGeKT aHTUTTIaAyKOMATO3HbIX OMEpalfii 3aBUCUT OT psja
JPYrUX OCIIOKHEHHH: CHHAPOM MEJIKON KaMephbl, HuIHoxopuongansHas orcioiika (L[XO), rudema,
MaKYJSIPHBIN OTEK.

CunzpoM Menkoil nepeaHel Kamepsl B MOCJIECONEPALMOHHOM MEPUOJIE MOXKET OBITh CBSI3aH C
ycuinenHoi ¢unbTpanmeit BIDK uepe3 mnocrneonepannonHyio (ucTyldy, HaluyueM HapyXHOU
¢GuIbTpaluy BCIEACTBUE MJIOXON alalTallii KOHBIOHKTUBAJIBHOTO pa3pesa, a Takxke [[XO.

CaMbIM 4YacTbIM Cpeu BCEX IOCIEONEPALMOHHBIX OCJIOXHEHUH y JeTel ¢ aHupuIuel
otmeueHa [[XO. Ilepenag BI'Jl, Bo3HuKawoomuii BO BpeMsi ONEpALMH, SBJISETCS IMYCKOBBIM
MEXaHU3MOM K KIMHHUYECKOMY IPOSBICHUIO COCYIUCTOW IATOJOTUH, a OTCYTCTBHE pPaayKKu
CHIDKEHUIO 3D (peKTUBHOCTH MeIMKaMEeHTO3HOH ctabunuzanuu B /L.
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Menukamento3Hass Tepanug [[XO BriIodaeT INIFOKOKOPTUKOCTEPOMUbI, IIPOU3BOHbBIE
KCaHTHHA #Kopenn™™* u Ap. AHTUXOJIMHIPru4eckue cpeactsa He dpdexTuBHbL. [Ipu oTcyrcTBUM
spdeKxTa MOKa3aHO XUPYPrHUECKOE JICYeHHWE B BHJE- 3aHEH CKICPIKTOMUU U BBITYCKAHUS
CyNpPaxOpUOUIAIIBHON KUJIKOCTH.

B panHeM nocneonepanioHHOM NEPUOJE MOKET Pa3BUTbCA PELUANUB TUIEPTEH3UU JIMOO
BCJIEJICTBHE OJOKAbl 30HBI TPAOEKYIIKTOMHH OCTaTKaMU KOPHS PaAyKKd (€CIM €CTh YacTUYHAs
AHUPUAMS) U XPYCTATHMKOBON OJIoKaje (IIMIHOXPYCTATUKOBBIN OJIOK) MO0 Pa3BUTHIO CIUITYUBOTO
rporecca MEXIy JIOCKyTaMU CKJIEphl WJIM KOHBIOHKTHBBL. B 3THX ciydasx pexkoMeHayeTcs
KOHCEpPBAaTHBHOE JICUCHHE, NIPH OTCYTCTBHH 3(PpdeKTa OT KOTOpOro B TeUeHUE 5-7 CyTOK BO3MOKHO
IIPOBEJICHUE DPEBU3Us 30HBI ONepaluu (HUUIMHT) C ILEJIbI0  pPa3beIUHEHHUS CTPYKTYp
pensaTcTByomuX Berxoqy BIK.

IIpn oOpa3oBaHMM IUIOCKOCTHBIX CHHEXUH MEXIy KOpPHEM paxyXKd (IIpH YaCTUYHOU
aHUPUJUHN) U 30HOHN BHyTpeHHell Quctynbl pekoMeHaoBaHa MAI-nasepuas peducrynuzanus (HO
HE Mo3Xe 1 MecsIa mociie pa3BUTHS CPAILECHUS).

- PexoMmeHayeTcss MPUMEHATh MPOTHUBOBOCHIAIUTENBHBIE M aHTHOAKTEpHAIbHBIE MpenapaThl
BCeM JeTsM ¢ BA mpodunakTuku MHOEKIMHE U BOCTIAIICHHS B TIOC/ICONIEPAIIMOHHOM Tiepuoe [77].
Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

4. MenuuuHCKasi peadWJINTAIIAA, MEIUIMHCKIE TOKA3AHUA H
NMPOTHBONMOKA3aHNA K NPUMEHEHUI0 METO0B PeaduInTaunu

- PexoMeHIyeTcst KOppeKius aHOMaluid pedpakiiyd BceM JeTsM ¢ BA ¢ 11e1b10 MOBBITICHUS
OCTPOTHI 3peHus (NMpU aHUPUIUU BBISBJSIOTCS MHUOMMS, TUIEPMETPOIHUsS, AaCTUTMATHU3M).
Pexomenayercs Ilombop OuYKOBOM KOppEKIHMH 3peHHUs: 00e Mapbl OYKOB JOJDKHBI UMeTh YD-
¢uneTp (UVA u UVB 6510K) my1st cBeTa ¢ ymHOM BOTHBI O60s1ee 400 HM; o1Ha Tapa OYKOB JI0JDKHA
UMeTh Jierkoe 3aTeMHeHre Ha 20% (ans qoma v oONayHbIX JHEW Ha ynwuile), Apyras rapa O4KOB
nojikHa ObITh 3aremMHeHa Ha 80% (mig ynuubl B conHeuHble nHU). OIHAKO MPU OTCYTCTBUU Y
pebenka porodoOuu, MOKHO Ha3HAYATh OYKOBYIO KOPPEKIHIO C M3HAYAIBHO MPO3payHbIMU, HO
[IPH 3TOM C OJIOKUPOBKOM CHHMX cBeTOBBIX Jyueii (L400) u potoxpomubivu auna3amu [40, 42]

YpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTeIbCTB — 4)

- PexoMeHyeTcs MOIEpKKAa PAHHETO 3PHUTEIBHOIO PasBUTHS BCeM JeTsM ¢ BA ¢ menbio
CTUMYJIMPOBAHUS MHTEpeca peOeHKa K 3pUTETbHOMY H3YUEHHUIO OKPY/KAIOIIET0 MUPa; IOMOTArOMIast
o0IeMy pa3BUTHIO pPeOEHKA, YCKOPSIONIEe €ro JBHUraTelibHOE, COIMAIbHOE M KOIHUTHBHOE
passutue. [40, 42, 76].

VYpoBeHb yoeauteabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

5. IlpodunakTuka u AMCIAaHCEPHOE HAOJI0eHNe, MeTULIMHCKUE MOKA3AHUS U
NMPOTUBONOKA3AHUS K IPUMEHEHUI0 METOI0B NPOPMIAKTUKHA

- Pexomenayercs nucnaHcepHoe HaONIOJEHHE, KOTOPOE SBISETCS HEOOXOAUMBIM ISl BCEX
JeTed U MOAPOCTKOB ¢ BA m coueTaHHOl ¢ Hel maTtoJioruei. JleTu ¢ moJ03peHHeM Ha INIayKOMY
WY YCTAHOBJICHHBIM JHMATrHO30M CTaBATCS Ha JUCIAHCEPHBIM y4YE€T B MOJHUKIMHHUKE C 4aCTOTOU
OCMOTPOB TIOCJIE XUPYPIHUECKOTo JIeueHus yepe3 1 Mecsll, npu crabuiabHoM TeueHuu — 1 pa3 B 3-6
MecsleB. OueHb BaXeH PeryJsipHbII KOHTpoJb 3a BI'Jl, pasmepamu riasa, octpoToii 3peHus. Becem
JIETSIM TPOBOJAAT KOMIUIEKC 00CeI0BaHUN BKJIIOYAIOIIUI OLIEHKY COCTOSIHUS MIEPEHET0 U 33 HEro
OTpe3KOB Tia3a, usmepenue BI'Jl, nuamerpa poroBullsl, MMPHUHEI JIUMOA, oNpesieieHrne pedpaxiuu
U 3pUTENbHBIX (YHKUUN (M0 BO3MOXKHOCTH). [lnaHOBBIE OCMOTPHI M BBISBJICHHE OCIOXKHEHUN —
OCHOBHas 11€JIb MEIUIIMHCKOTO conpoBokaeHuss BA [40, 76].
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Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTENILCTB — 4)

- PexomeHnayercs MeIUMKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE CEMEH, OTATOLIEHHBIX 10 BA:
oOciiejoBaHNEe BCEX UICHOB CEMEH C y4eTOM KIMHHYECKOro MoJuMopdu3Ma (HEHNOJIHBIM
MIPOSIBJIEHUEM KIMHUYECKOIO MOPTPETA); MOJIEKYISIPHO-TEHETHUECKAs TUAarHOCTUKA WIEHOB CeMel
C MUHUMAJIbHBIMU KJIMHUYECKUMH MpHU3HAKaMH 3a00JIeBaHUS, pacyeT TEHETHYECKOrO pHCKa,
IUTAHUPOBAHHUE U BeICHHE OEPEMEHHOCTH COBMECTHO C BpauoM-TreHeTHKoM |6, 43].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

6. Opranuzauus oKa3aHus MeJIUIUHCKON MOMOIIHN

[Ipn Hanuuum y peGeHKa MOJO3PEHUs Ha HAJIMYME aHOMAaJMHM PAa3BUTHS IMEPEHEro OTpes3Ka
rilaza U aHUPUIUU WU TOATBEPXkKAEHHOTO nuarHo3a BA ywyacTkoBble BpauM-TIeUMaTpPhbl, Bpadyu
oOuieil mnpakTHKU (ceMeiHble Bpayl) HAMNpaBiIsSlOT JeTeil Ha KOHCYJIbTAalMI0O K Bpayy-
odprtansmoiiory. Bpad-odTarbMoNor OIEHMBAET COCTOSHUE TJia3a, IMPOBOAUT OOCIEIOBaHHUE,
BKJIIOYAIOLIEE METOJIbl HMHCTPYMEHTAJIbHBIX MCCIENOBAaHUN [UId YTOYHEHHMs auarHosa. llpu
HEOOXOJIMMOCTH TMPOBEJIEHUS AMATHOCTUYECKUX IMPOLEAYyp C TMPUMEHEHUEM aHEeCTe3UH JIeTH
HaIpPaBJIAIOTCS B IETCKOE 0()TaIbMOJIOTHUYECKOE OT/IeNICHHUE.

[Ipn Hanuuuum NMoka3zaHUM K XUPYPru4ecKOMY JieueHUIo y pedeHka ¢ BA U ycTaHOBJIEHHBIM
JMarHo30M TJayKOMbl W/MJIM KaTapakTbl, JaHHOE JICUEHUE OCYILIECTBISIETCS B YCIOBUAX
CTallMOHapa B IETCKOM o(TambMoiiorndeckoM oTaeiaeHuu. [lociae okazaHust MeTMIMHCKOM MoMOIIN
peOCHOK HaIpaBiseTCs B ACTCKUN O(TaTIbMOJIOTHUECKH KaOuHeT. B manpHeleM OH HaXOJUTCS
MOJT JWCIIAHCEPHBIM HAONIOACHWEM Bpada-o(drambpMosora JIETCKOTO O TaTIbMOJIOTHYECKOTO
KaOuHeTa.

7. JononHuTeabHas mHpopManus (B TOM 4uciae GakTopbl, BIAUAIOIINE HA UCXO0/
3a00J1eBAHUS UJIM COCTOSIHHA)

I'eno-eHoTunMUecKkne KOPpeasI U

AHanu3 reHo-(heHOTUITUYECKUX KOPPESAUA MEXIy TUIIOM nedekra Jokyca reHa PAX6 wu
MOPAXKEHUEM PA3JIMYHBIX CTPYKTYP TJia3a MO3BOJWII BBIABUTH O0Jiee MIATKUI ()EHOTHUI y MAlIUEHTOB
C XpOMOCOMHBIMH JeNIeNHsIMH 3'-IIHC-peryasaTopHoi oOmactu rena PAX6, He 3arparuBaromuMu
KOJIMPYIOIIYIO MOCIEI0BATEIbHOCTh. Y MAlUEHTOB ¢ 3TUM TUHOM 11pl3 XpoMOCOMHBIX Aenenui
JIOCTOBEPHO Yallle OTCYTCTBYET KepaTomaTus, runoriasus (oBea u HUCTarM. BhISIBICHO TakKe, YTO
y nanueHToB ¢ aenenusiMu WAGR-o61acTu monoxeHue Ielnelud Ha XpOMOCOME BIIMSET Ha PUCK
pasButus HedpoOmactombl. OMyXoiab pa3BUBAETCS JOCTOBEPHO MPU BOBJICUECHHOCTH B 00JIACTh
nenenuu Jokyca rera LMO02 (11pl3 OMIM*180385), xoaupyrOIIEro Cympeccop OIyXO0JEBOTrO
pocra "mporeun 2, coxepxkammii LIM-gomen". Takum o6pa3om, eciu B pesynbrare JHK-
JMArHOCTHKH Yy TAllMeHTa BBISBJICHA XPOMOCOMHAs neienus 3'-Iuc-peryisiTopHoid obiaacTu reHa
PAX6, To mporHo3 TeueHus 3abosieBaHus Ooyiee OMArOMpPHUATHBIM, YTO, OJHAKO, HE OTMEHSET
HE00X0AUMOTO ISl MOAJePKAHUS 3pEHUs y TaKuX OOJIBHBIX yX0Jla U MOHUTOpHUHTa. B wactHoOCTH,
PHCK pa3BUTHUS TJIAYKOMBI y OOJBHBIX C Aenenus 3'-Iuc-peryasTOpHONH 00IacTH OCTAeTCsl TAKUM e
BBICOKHM, KaK M y OCTaJIbHBIX ManueHToB ¢ BA [78].

IIpu onpenenenuu y nauueHTa ¢ anupuaneit xpomocomuoit neneuun WAGR-o6mactu, y Hero
pEe3KO BO3pacTaeT pUCK pa3BuUTUS HedpoOiaactoMmbl 10 50-70%, ecnu ke BBISBICHHAs JeNelus
3axBaThIBacT JoKyc reHa LMO2, stot puck nossimaercs 10 90%.

OTH CBEIEHHS MOTYT M JOJDKHbI OBITh HCIIOJIB30BAaHbBl TE€HETHKAMU TPU MEIUKO-
TeHETUYEeCKOM KOHCYIbTHPOBAaHUH 00JIbHBIX ¢ BA u cunnipomom WAGR. ADC — 3710 0coxHeHue,
CHIDKAIOIIee 3pUTeNbHbIC (PYHKIMH, OnMcaHHOe ToJbko npu BA. IIpencrasnser coboit pubpo3HbIit
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pYOLIOBBIN IpoIiecc HE BOCHATUTEIBHOTO T€HE3a, ACCOLUMHPOBAHHBIA C Pa3BUTHEM THIIOTOHHH U
¢tuzuca rasza [79], BO3HUKAMOLMI TOCIE XUPYPrHYECKUX BMEIIATEIbCTB. it TOro 4TOOBI
n36exath passurue AOC wiM NO3IHUX OCIIOKHEHHH, TAKUX KaK XPOHHUYECKUI YBEHT, JKEJIATEIbHO
BBINIOJIHATh MHUHMMAJIbHBIE XUPYPrUYECKUE pa3pes3bl, MPUMEHATH 3JIACTUYHBIE HEOKPAllCHHBIC
WHTPAOKYIISPHBIC JIMH3BI U MUCKIIOYUTh UMIUIAHTAIIUIO HCKYCCTBEHHBIX TUadparM, UMUTHPYIOIINX

paxyXHyO TKaHb [79].

Kpurtepuu oueHku kauecTBa MeAUIUHCKON MOMOLIH

N Kpurepun kauectsa YpoBeHb | YpoBeHb
ybenuTens | JOCTOBEpH
HOCTH OCTH
pEeKOMEH/Ia | T0Ka3aTelb
Ui CTB

1 |BsinonHeHa GMOMUKPOCKOIHNS TJ1a3a C 4

2 |BrmosHeHa 0P TATBMOTOHOMETPHS C 4

3 |BrImosHEeHA yABTPa3BYKOBast OMOMETpHS Tia3a C 4

4 | BemmosiHeHa o(TaabMOCKOUS C 4

5 | BrimonHena noarBepikaaronias MoJieKyisipHas nuarnoctuka BA u | C 3
cunzpoma WAGR

6 |OmnpeneneHpl MOKa3aHUs K XHUPYPTAYECKOMY BMeIIaTesbcTBy i | C 4
MEIMKaMEHTO3HOW Tepanuu

7 |BeimomHeHO oOkaszaHue odTampMoIOTHYECKON  Xupyprudeckoii | C 4
MTOMOIIY MPU HATUYUH T1ayKOMBI

8 |BbimonHeHO oOKa3zaHHe OQTaTIbMOJIOTHUYECKOW Xupypruueckoii |C 4
MOMOIIY MPU HATUYUH KaTapaKThl

9 |BeimomHeH  moa0Op — MPOTHBOTJAYKOMHBIX — mpemaparoB  u|C 5
MUOTHYECKUX CpEeACTB (TUIIOTEH3UBHBIX CpEACTB) (aHasoru
MpOCTarjiaHuHOB, 6eTa-apeHO0I0KATOPEI, UHTHOUTOPBI
KapOoaHTHIpassbl, AHTUXOJIMHIPTUYECKHE CpEJCTBa,
MapacuMIIATOMUMETHKH MPU HATMYHH IJ1ayKOMBI
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[Tpunoxxenue Al

Cocrtas padoueii rpynnbl 1o pa3padoTke U NepecMOTPy KIMHHUYECKUX
peKoMeHaumin

1. Karapruna Jlronmuna AHaronbeBHa — PYKOBOJMTENb TIPYMIbI, I'JIaBHBIA BHEIITATHBIN
CHEHAIUCT AeTCKUN opTaibMosior MuHKCcTEpCTBa 3/1paBooxpanenust PO, 3amecturens aupekropa
no HayuyHou pabore ®I'BY "HammoHanbHBIH MEIUIIMHCKHUI HCCIIEIOBATEIBCKUI IIEHTP TJIa3HBIX
6onesnert uMm ['enpmrosnbua” MunznpaBa P® mpodeccop, a.M.H., MockBa; uieH mnpe3uanyma
O6mepoccuiickoid 00IEeCTBEHHONW opraHuzamuu "Accorumanus Bpadei-oraabMosoros", wieH
npesunuyma OoOmiectBa odrambMonioroB Poccuu, TaBHBIM BHEIITATHBIA CHEIAATUCT JIETCKUM
odpransmosior M3 PD, npencenarens npouiIbHONM KOMUCCHH TI0 AETCKOM odTanbmosioruu M3 PO,
3aMECTUTENh TpeacenaTessi mpopuibHOM KoMuccuu 1o odrampMoiorun M3 P®, 3aciyxeHHBIH
Bpau P®, 3acinyxeHHbIN nesaTenb Hayku, MOCKBa;

2. 3unyenko Pena AOynb¢a3zoBHa — 3aMecTUTENb IUPEKTOpa MO HAyYHO-KIMHUYECKOU
padore ®DIBHY "Menuko-reHeTHYeCcKUd HAy4dHBIM IEHTP", 3aBeAyroumuii Jabopartopueit
TEHETUYECKOH MUAEMHOJIOTHH, TIpodeccop, 1.M.H., MOCKBa;

3. bapanoB Anekcanap AJEKCaHIpPOBHY — COBETHUK pykoBoautenss HUWN nenuarpum u
oxpansl 310poBhs Aetert [IKb PAH, mouetnsiii nmpe3unent Coroza neauarpoB Poccun, mpodeccop
kadenpsl nexuatpuu u aetckoi peemarosoruu ®I'AOY "llepseiit MI'MY um. U.M. Cevenona"
MunzapaBa Poccun (CeueHOBCKUY YHHUBEPCUTET), TJABHBIM BHEIITATHBIA CHEIUATUCT TEAUATP
MunzapaBa Poccun, akaa. PAH, npodeccop, 1.M.H., MockBa;

4. HamazoBa-bapanona Jleiina CelimypoBHa — pykoBogutenb HUM nemmatpum v oxpaHsbl
3nopoBbs Aetet [IKb PAH MunucrepctBa Hayku W Bbiciiero oOpasoBanus P®, 3aBemyromias
kadenpoi ¢akynbTeTcKON mnenuarpuu neauarpudeckoro dakyinprera @I'bOY BO "PHUMY um.
H.A. TIluporosa" Mun3apaBa Poccum, TJaBHBIM BHEIITATHBIM JETCKUWA CHEUUAIUCT 0
npoduIakTHUeCKon MeauiuHe Mun3apaBa Poccuu, TIaBHBIM BHEIITATHBIA JACTCKUN CHEIIAATUCT
no npodunakrudeckoir Memunuae MunsapaBa Poccun, npencenarens NITAG P®, IlpesunmeHt
Corw3sa mnemuatpoB Poccum, mnact-npe3ugeHT EBpomneilckoil neauaTpuyeckod accouuanuu
(EPA/UNEPSA), akan. PAH, npodeccop, n.M.H., MockBa;

5. KanpiieB Butanuii BuktopoBuu — 3aBenyromuii kadgenpoit opraasmorenetrku UBu/lI10,
PYKOBOJIUTENb HAYYHO-KIMHUYECKUM LIEHTPOM T€HETHKH TJIa3HbIX OOJIe3HEW, BeAyIIUH Hay4IHBIN
COTPYOHHK JlabopaTopuu reHeTudeckoi osnuaemuonorud DOIBHY "Menuko-reHeTnueckuit
Hay4YHBI LEHTpP", Bpay-TEHETHK, BPau-O(TaIbMOJIOT BBHICIICH KBaNU(UKAIMOHHOW KaTErOpHH,
K.M.H., MOCKBa;

6. CyxanoBa Hatenna BaxTaHroBHa — Hay4HBI COTPYJHHUK TabOpaTopuy T€HETHYECKOU
sruaemuoiorun ®I'BHY "Menuko-reHeTndeckuid HaydyHbIH LEHTpP", Bpad-o(TaJbMOJIOT, YJICH
Coro3a neguatpoB Poccun, Mocksa;

7. MapaxoHoB AwHzapeil BrnaauMupoBud — cTapminii HaydHBIH COTPYAHMK J1aOOpaTOpUM
reHernyeckoil snuaemuoiorunn PI'BHY "Meauko-reHeTnueckuid HaydHbld TeHTp", K.0.H.,
MockBa;

8. BacunbeBa TarbsiHa AJieKCeeBHA — HAy4dHBIM COTPYJHUK JIaOOpATOPUU TE€HETHUECKOM
snuaemuosorun ®I'BHY "Menuko-reHeTnueckuil HayqHbIN 11eHTp", K.0.H., MOCKBa;
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9. [MozneeBa Hamexna AnexcanapoBHa — qupektop Yebokcapckoro dpunmana GT'AY "HMUIL]
"MHTK "Mukpoxupyprus rinaza" um. akaa. C.H. ®enoposa" Munznpasa PD, unen OOmectsa
Odranemonoros Poccun, 1.m.H., HeOokcapsr,

10. Bockpecenckast AHHa AneKCaHIpOBHA — Bpau-0(TaabMOJIOT MepBO KBaTU(PHUKAITMOHHON
kareropuu Yebokcapckoro ¢unnana GI'AY "HMUILL "MHTK "Mukpoxupyprus riaza" uMm. akai.
C.H. ®enmoposa" Munzapasa P®, wien ObmiectBa OdransmonioroB Poccun, k.M.H., HeOoKcapsl.

KoH}uuKT HHTEpECOB: OTCYTCTBYET.

[Tpunoxxenne A2

MeTtonoJiorusi pa3padoTki KIMHUYECKHX PEKOMEH AU

MeTop1, HCTIOJTB30BAaHHBIE [T cOOPa/CeNeKINN JOKAa3aTeNbCTB: IOUCK B AIEKTPOHHBIX 0a3ax
JAHHBIX; aHAIW3 COBPEMEHHBIX HAYYHBIX pa3paboTOK 1Mo mpobiieme riaykomMel B Poccuum m 3a
pyoOexxoM, 00001IeHHE TPAKTHYECKOTO OTBITA POCCUUCKUX U HMHOCTPAHHBIX KOJIJIET.

Hacrosimme pekoMeHmamuu B TOpEIBapUTENbHOW BEepcHHM  OBUIM  PEIeH3MPOBAHEI
HE3aBUCHUMBIMH OKCIEPTaMH, KOTOpPhIE TPOKOMMEHTHPOBAIH JOCTYITHOCTh HWHTEPIpPETAINN
JI0Ka3aTeNbCTB, JISKAINX B OCHOBE PEKOMEH AN, /IS MPAKTHYECKUX BPadei U MaIleHTOB.

KomMmeHTapuu, moyrydeHHbIe OT AKCIEPTOB, TIIATEIBHO CHCTEMATH3UPOBAHBI M OOCYXKICHBI
npenceaareneM M wieHaMu paOoued rTpymmbl. Kaxapli OyHKT O0OCYXJIE€H UM BHECEHBI
COOTBETCTBYIOIINE U3MEHEHHSIM PEKOMEHIAITNH.

B fmaHHBIX KIMHUYECKUX PEKOMEHJAIMSAX BCE CBEIEHHUS paH)XUPOBAaHBl 10 YPOBHIO
JOCTOBEPHOCTH (JI0Ka3aTeIbHOCTH) B 3aBUCUMOCTH OT KOJMYECTBAa M KaueCcTBAa MCCIEAOBAHUN I10
JTaHHOU TIpodieme.

LleneBas ayanTopus AaHHbIX KIMMMHUYeCKUxX peKomer,auMil:

1. Bpauu-odransmonoru

2. Bpauu-neauatpsl

3. Bpauu o01mieii mpakTUKH (CEMEHHbIC Bpayun)

4. Bpauu-HEOHATOJIOTH

5. Bpaun-renetuku

6. Cryaentsl MenuuuHckux BY30B, oparHaTOpPHI M aCIHUPAHTHI.

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU Aoka3aTtenbcTB (YAO) ansa
MeTOAOB ANArHOCTUKMU (AMAarHOCTUYECKNX BMeLlaTeNnbCTB)

YA Pacmmudposka

CucremaTnyeckue O630pLI HUCCIICIOBAHUIN C KOHTPOJIEM pe(bepeHCHBIM MCTOOAOM MM
1 CHUCTEMaTUUYECKHUI 0630]3 pPaHAOMU3HUPOBAHHBIX  KIIMHUYCCKUX HCCIeJOBAaHUI C
NPUMCHCHUCM MCTa-aHaln3a

OTILeJ'ILHLIe HUCCIICAOBAaHUA C KOHTPOJIEM peq)epeHCHBIM MCTOJAOM WM OTACIBHBIC
PAaHAOMU3UPOBAHHBIC  KIMHHUYCECKHUEC  HUCCICHOBAHUA W  CHUCTCMATHUYCCKHC O630pI>I

2 . .
HUCCICIJOBAaHUH 000r0 JAU3anHa, 3a UCKIHOYCHUEM PAHAOMU3ZUPOBAHHBIX KIIMHUYCCKHUX
I/ICCJ'IeI[OBaHI/II\/‘I, C IPUMCHCHUCM MCTa-aHaJIn3a

3 HccnegoBanus 0e3 MOCJICAOBATCIIBHOTO  KOHTPOJIA pC(I)CpCHCHBIM METOJOM HIJIA

ncCiacagoBaHusa C pe(bepeHCHBIM METOJAO0OM, HE ABIAOINMMCA HC3aBUCUMBIM OT
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HCCICAYyEeMOro METoia Wik HCPAHAOMU3SUPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHMS, B TOM
YHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHe HCCIICA0BaHUsA, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeercs nuinbs 000CHOBaHHE MEXaHU3Ma I[ef/'ICTBI/IH HJIM MHCHHEC SKCIICPTOB

Ta6nuua 2. LLikana oueHKM ypoBHEeN AOCTOBEPHOCTU AoKasaTenbcTB (YOO) AnA
MeToooB npodmnakTUku, rneyvyeHus wu peabunutaumm (nNpodunakTM4eckux,
neyvyeGHbIX, peabunMTauMoHHbIX BMeLLaTeNbCTB)

YA Pacumgposka

1 Cucrematnueckuii 0630p PKU ¢ npumenennem mera-ananusa

2 Otnenpabie PKU u cucremarnueckue 0030pbl MCCIIENOBAHMM JIOOOTO 1M3aifHa, 3a
nckiouennem PKH, ¢ npuMeHeHnnem Mera-aHaimsa

3 HepannomusupoBaHHble cpaBHUTENbHBIE UCCIIEI0OBAaHUS, B T.U. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTenpHble HccieI0BaHUs, ONMCAHNE KIMHUYECKOTO CiIydas WU CEpUHU CIydaes,
HcclieIoBaHus "'ciy4yai-KOHTPOJIb"

5 Nwmeercss nuimb 000CHOBaHHME MeXaHW3Ma JEMCTBHS BMEIIATENbCTBA (JIOKIMHUYECKUE

I/ICCJ'Ie)IOBaHI/IH) HJIM MHCHUEC DKCIICPTOB

Tabnuua 3. WLkana oueHKkM ypoBHen ybeauTtenbHocTu pekomeHpauun (YYP)
OnA  MeTonoB NpoO(MNakTMKW, AOWArHOCTUKKU, JlevYeHUss W peabunutauum
(npodmnakTnyeckmx, ANarHoOCTUYEeCKUX, re4vyeoOHbIX, peadbunuTaumMoHHbIX
BMeLlaTenbCTB)

YVYP Pacmudposka

CunbHasi pekomeHarusl (Bce paccMarpuBaeMble KpuTepud 3(H(PEKTUBHOCTH (HMCXOJIbI)
SIBIISIIOTCSL BOKHBIMH, BCE HMCCIICJIOBAHUS UMEIOT BBICOKOE HIIM YIOBJICTBOPUTEIBHOEC
METOJIOJIOTHYECKOE KayeCTBO, HMX BBIBOJBI 10 HMHTEPECYIOUIMM HCXOJaM SBIISIOTCS
COTJIACOBAHHBIMHU )

YcnoBHas pekomMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3 (HEKTUBHOCTH (MCXO/IbI)
SIBJIIIOTCSI BXKHBIMH, HE BCE HCCIEAOBAHUS MMEIOT BBICOKOE WM YAOBIETBOPUTEIHLHOE
METO/IOJIOTMYECKOE KAauyeCTBO W/WIM HMX BBIBOABI MO HMHTEPECYIOUIUM HCXOJaM He
SIBJISIFOTCSI COTJIACOBAHHBIMHU )

Cnabas pexomeHaanus (OTCYTCTBHE [0Ka3aTelbCTB HaJJIeKallero KadectBa (Bce
paccmatpuBaeMble KpuTepud JPPEKTUBHOCTU (MCXOJbI) SBISIFOTCS HEBAXHBIMU, BCE
WCCIEAOBaHUS MMEIOT HHU3KOE€ METOAOJOTHYECKOE€ KAayeCTBO M HUX BBIBOJBI 11O
WHTEPECYIOIINM HCX0JIaM HE SIBJISIFOTCSI COTTIACOBAaHHBIMH )

Mopsaaok 0GHOBNEHUS KIMHMYECKUX peKoOMeHaaumnm

MexaHuszm O0OHOBJICHUS KIMHHUYCCKHUX peKOMeH,Z[aLII/Iﬁ npeaycMaTpmuBacT ux
CUCTCMATUYCCKYIO AKTyaJIU3al[u0 — HE PEKC YEM OIHWH pa3 B TPHU roaa, a TaKKC IpH IMOABICHHUN
HOBBIX JAHHBIX C MO3MLMH J0Ka3aTeIbHONM MEIUIIUHEL II0 BOIIpOoCaM OHUArHOCTHUKHU, JICUCHUS,
HpO(bI/IJ'IaKTI/IKI/I u pea6I/IJII/ITaI_II/II/I KOHKPCTHBIX 3a6OHeBaHHﬁ, HAJIMYUK  OO0OCHOBAHHBIX
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JOTIOJTHEHHI/3aMeYaHni K paHee yrBepkaeHHbIM KP, Ho He vare 1 pa3a B 6 mecsIes.

ITpunoxxenne A3

CnpaBouyHble MaTepHuajbl, BKJIOYasi COOTBETCTBHE NOKA3AHUI K NPUMEHEHH 0
U MPOTHBONOKA3AHMIA, CIOCO00B NPUMEHEHN S U 103 JIeKAPCTBEHHbIX
NpenapaToB, HHCTPYKIUM N0 NPUMEHEHUIO JIeKAPCTBEHHOI 0 Mpenapara

JlaHHbIE KJIMHUYECKHE PEKOMEHIAlIUU pa3pab0TaHbl C yIETOM CIIEIYIOIIUX TOKYMEHTOB:

1. "llopsnka oxa3aHWsT METUIIMHCKOW TOMOIIM JETSIM TMpu 3a00JeBaHUSIX TJja3a, €ro
MPUIATOYHOTO anmapaTa u opOuThl", yrBepaxkaeHHoro npukazoM M3 P N 4421 ot 25.10.2012 1.

2. Mexnynapoanas knaccudukanus 0one3Hel, TpaBM U COCTOSIHUM, BIMSIIOIIKX Ha 37J0POBbE,
10-ro nepecmotpa (MKB-10) (Bcemupnas opranusanus 3apaBooxpanenusi) 1994.

3. HomeHnknaTypa MeAMUMHCKUX yciayr (MUHUCTEPCTBO 3/paBOOXPAHEHHUS U COLMAIBHOTO
passurtus Poccuiickoit @enepanun) 2011.

4. ®enepanpublit 3aK0H "O0 0OCHOBaX OXpaHbI 3JJ0POBbA rpaxkaan B Poccuiickoit @eneparun”
ot 21.11.2011 r. N 323-03.

5. Tlarent Ha wuzoOperenne RUS 2641254 ot 18.08.2017, 3apeructpupoBaHHBIA B
OenepanbHOl ciyx0e Mo MHTEIeKTyalbHON coocTBeHHOCTH PD "Criocob nuddepeHunaibHOR U
MOJITBEPKIAFOIIEH MOJEKYISIPHO-TEHETUYECKON JTMarHOCTUKU BPOXKACHHOW anupuauu u WAGR-
cuHzpoMa'.

[Tkana nepcoHaIbHBIX JAHHBIX MALMEHTA (MHbIE MIKAJIbl OTCYTCTBYIOT)

I'IepCOHan bHbl€ aHHbIe NauueHTa

Damwann ara poxxaenus
Hya Otaecteo [Email: - Hourorsiii agpec
Knanugecknii THareo3 Jdns manHeHTOR ¢ CceMeHHBIMH CIy49asMH

BA spoxaensol agEpHIAHE:

3akarogenne Bpagei POICTEeHHHKH ¢ aHHpHAHeH (DOACAOEHAN)
CHeNHAIHCTOB  HEBDOI0TA,
megHaTpa/TepaneBTa, o) TaaIbMOIOra,
OHKO./I0TA, TEHEeTHKA H T.J. Cnopagngeckas BA [THK-tect Jda/Hex
(obeectn) Ja/Her

OnpocHBIii TUCT IS 3aM0THEHHs BpayaMu (MHOW OTIPOCHMK JIJIsl TAIIHEHTa OTCYTCTBYET)
Onucanre BO3MOXHOTO CHMITOMOKOMIUIEKCA, UCTIONB3YEMbIX JICUCHUS W MPUCIOCOOIECHUN
Ui c1a00BUSIINX, TIEPEHECEHHBIX Omeparuit

OOD | O | Cxemaruueckoe Unu | Cxematnueckoe Wiu
OS| wuzobpakenue n300pakeHue
kommeHTapuit OD WIH
KOMMEHTapUu
0S

O01Me acneKThI
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Pasmep rmaznoro s6moka

(1) Hopma

(2) mukpodransm/Prusuc

(3) 6ydramem

Kocormazue

(1) mer

(2) a30Tponus

(3) sx3oTpomHUA

IITO3 BEK

(1) Bexo He 3aKpbIBaET LIEHTP
POTOBUIIBI

(2) 3aKkpbIBaeT LEHTP POrOBUIIBI

(3) 3akpbIBaeT poroBUILy
[ETUKOM

Manudecramnus nro3a

(1) BpoxIeHHBII

(2) npuoOpeTeHHbII

Onucanue Ipyrou NaToaoTus
BEK

KonbnioHKTHBA

(1) 6e3 marosoruu

(2) ecTb mpu3HAKH "CYXOTO
riaza"

(3) (2) + HebombIIOE BpacTaHUE
COCYJIOB B 30HY JIUMOa

(4) (2) + 3HauuTENBHOE
BPACTaHHUE COCYNOB COCYIOB B
30HYy JIUMOa

oD

OS

Cxemarnueckoe
H300pakeHUE
koMmmMmeHTapuit OD

N

Cxemarunueckoe UWiu
n300pakeHUE
WIH
KOMMEHTapHil
oS

AHMPH/IMA — NIPUCYTCTBHE TKAHHU PATYKKH

(1) HeTunuyHas konoboma

(2) HenonHast aHUPUAUS —
OombIIast YacTh PaAYKKU BUIHA

(3) HenonHast aHUPUAUS —
PaayXKH TIOYTH HE BUTHO

(4) monHast aHUpUAUS

Porosuua — o0Jjactp aumMoa
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(1) Her manHyca B o0jacTu
nuMOa, Mpo3pavyHasi pOrOBUIIA

0]

oS

Cxemaruueckoe
n300pakeHune
koMMeHTapuii OD

% )01

Cxemaruueckoe Wnu
n300pakeHue
KOMMEHTapHu

O

(2) xpyroBoii nannyc 6e3
BACKYJISIpU3aluu < 3 MM

(3) Backynsipu30BaHHBINA < 3 MM

(4) BacKynsIpU30BaHHBIN > 3 MM

PoroBuina — 10moJJHUTEIbHO;

(1) nepudepuueckue
BACKYJISIPU30BaHHbIE IIPAMBbl

(2) uentpanbHble
BACKYJISIPU30BaHHbIE IIPAMBbI

3) (1) nwm (2) +
AIIUTENHAIBHAA/ YH IO TENUAIbLHAS
JIEKOMITIEHCALIMS

(4) (3) + y3enku 3anprMaHHa

(5) (3) + xanprmduKays

PoroBuna — onepanun

(1) 6e3 onepanmii

(2) 1 keparormnacTuka (Kakas
CKBO3Hasl WJIU TIOCIIOITHAs)

(3) 2 u Gostee KepaTOIIACTUKH

(4) kepaTonpoTE3UPOBAHKE

(5) npyrue oneparuu

Xpycrajauk

(1) HeOospIIas KarapakTa
(T;a3zHoe JHO MPOCMAaTPUBACTCS)

(2) 3HauUMTENTBLHASA KaTapaKTa
(TmazHoe qHO He
MIPOCMATPHBACTCS )

(3) adakus

(4) aptudaxus

JIMCK 3pUTEJBLHOI0 HEPBA — BPOKICHHBIE

HU3MCHCHUSA

(1) HopmanbHsIii pazmep JI3H

(2) runomnasus JI3H

(3) mucnIacTUYHBIN AUCK

IlI/ICK 3PUTEJIBHOIO HEPBA — HA MOMEHT
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ocMoTpa
(1) 6neHO-PO30BBIIA
(2) Onenusrit JI3H
(3) OGneaHBIN TUCTIIIACTUYHBIH,
riiaykoma He onenuBanach (9/]1)
(4) rmaykoMaTo3Hasi SKCKaBaIus
0]0) O | Cxemarmueckoe Wmm | Cxemarnueckoe Wi
D OS| wu3obpaxkeHue HU300paKeHHE
kommeHTapuii OD KOMMEHTapui
(0N
cup-disc-ratio
Maky.JsipHasi 00J1acTh
(1) ectb peduiexc
(2) Het peduekca (runoriasus)
(2) npyrast maTona0THUs rIa3HOTO
JHa
OD | OS Cxemartudeckoe CxemaTHueckoe

M300paKECHHE WIIN
koMMeHTapuii OD

M300paKECHHE HITN
komMmeHTapuii OS

IMurmenTanus nepudepun
CeTYATKHU

(1) HopmanbHast

(2) meboubIIOE
M3MCHEHHE

(3) ouenn OneaHas,
ATLOMHOCTHYECKAS

JApyras narosorusi nepudepuu
CeTYATKHU

(1) Muonmueckue
JeTeHepaIu

(2) npyras maronorus

I'maykoma

(1) rma3Hoe naBiieHUE B
HOpME

(2) rmaykoMa Ha epBoM
roxy

(3) rmaykoma 10 6 met

(4) rmaykoma ot 7 fio 20
JIET

(5) rmaykoma mocrne 20
JeT

BuyTpuriasHoe n1aBjieHHe HA
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MOMEHT OCMOTpPa

(1) flolOmmHG

(2) 11-18 mmHg

(3) 19-25 mmHg

(4) 26-35 mmHg

IHons 3penus

(1) HEe oneHuBaIMCh

(2) B HOpME

(3) nebomnpiINe
N3MCHCHUA

(4) 3HAUUTETBHBIE
U3MEHEHUS

OD | OS

Cxemaruueckoe
M300paKEHHE WITN
koMMeHTapuii OD

Cxemaruueckoe
M300paKECHHE HITN
komMmeHTapuii OS

(5) ocraTku
CBCTOBOCIIPUATHUA

I'naykoma — KOHCepBaTHBHOE

JICUCHHEC

(1) rma3HbIe KAt HE
HYXHBI

(2) HEOOXO MM OJTMH
BHJI KaIlelb

I'naykoma — onepauuu

(1) 6e3 onepanmii

(2) oneparus ObL1a, 03
OTHCAHHS

(3) kpuoTepanus
[WIAAPHOTO Tea

(1) nazeporeparnust
[WIAAPHOTO TeJa

(5)

CI/IHYCTpa6CKyJ'I3KTOMI/IH

(6) TpabGekynoTomus
WJIM TOHUOTOMUS

(7) mmmutanTel (Ahmed,
Baervald, npyrue)

oD

OS

Cxemartnueckoe
U300paKeHne uiu
kommeHTapuit OD

CxemaTtnueckoe
M300paxKeHne uiu
komMmeHTapuii OS

Peppakuus (amonrpuu)

(1) Het cBeneHuid, 6e3
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OYKOB

(2) runepmerponust
(nnonTpun)

(3) muonus (AuonTpUN)

KoHTaKTHBIE JIUH3BI

(1) HuKOrJA HE HOCUT

(2) HOCKIT TpO3payHBIE
JIMH3bI U IPEKPATUIT

(3) HOCWII LIBETHBIE U
MPEKPATUIT HOCUTh

(4) 0OBIYHO HOCUT
MpO3pavyHbIe

(5) 06bIYHO HOCHUT
IBETHBIC

OcTpora 3peHus

(1) HE BocIIpUHUMAET CBET

(2) ctabo BoCcIIpUHUMAET,
0e3 HarpaBJIeHUS

(3) mpaBunBHAS
CBETOIPOEKITHS

(1) BoctipuHUMAaeT
JBYDKEHUE PYKU

oD

OS

Cxemarnueckoe
N300paKECHHE WIIN
koMmmMmeHTapuii OD

Cxemarnueckoe
M300paKECHHE W
koMmmeHTapuii OS

(5) ocTpoTa 3peHus
0.01-0,02

(6) ocTpoTa 3peHus
0.03-0,1

(7) ocTpoTa 3peHus
0.15-0,3

(8) octpota 3penus 0.3
1 OonbIIe

HUCTAI'M

(1) mer

(2) ectb

Hcnoan3oBanue npudéopos
IJIS CTTA00BUASIINX

(1) 6e3 mpubopos

(2) xpymnHbIe IPUPTHI
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(3) onrtuyeckue
HHCTPYMEHTBI

(4) aneKTpOHHBIE
UHCTPYMEHTBI

(5) monp3yercs
pUOOPOM JIJISl YTCHHS

(6) ucnonw3yer Braille

Bammm oco0ble 3ameTku (B
cBoOoTHOM (hopme)

Pexomennaruu (OD)

Pexomennaruu (OS)

IIpunoxenue b

AJITOpUTMBI IeCTBUII Bpaya

I'Iop,TBep)lq:l,aromaﬂ MOJIeKyNnsaApHO-reHeTU4YeCKasds AUWarHOCTUKa BpO)KAeHHOﬁ

aHnpunagnum

| O6pasen 11a noarsepaenns JIHK-marnocrixn |

SR —

B

[ H_wcmyxmgwggﬁ pernona 11pl3, sKmogalomero fem.t PAX6 i WT1 metoaom MVLPAr _]

[ [Moxrsepxaenne aenem

o o e

ecTh
- metozom FISH y nanmenra | © wr Kpynniie generum pernona 11pl3 _ﬁ:]lﬂl___1
H NOTBepAICHIIe o — | O m—p—
| TENOTISSCKOIO CTRTYCS NALHENTa AHATIIOM IOTepH
| Aeaewun y poanTenei
TeTepOIHTOTHOCTH
N Cexsennposanite 3K30H0B
CHCIVICHHBIX MABPKCPOB H
[peanoaaraesmsiii Jarnos 5,6,7,8,9 rena PAX6 HoTBepAeHITe c:r;“
~ WAGR-cunpoma —_——— Aexewn y porrenefi |
— — Mainie BHYTPHICHHREIC —
|  Habmojenne y MyTawn resa PAX 6 - 1
BpaYa-oOHKO/IOTa Ioarsepxaenne
' e reHETHYECKOIO CTaTyCa
— — | CeKBennpoBaHite 5KIOHOB MYTHIDER y posgaTencs,
[ToaTBepXKACHIE reHETIIECKOI 0 i 1,2.3.4,10,11,12,13 resa PAXG AHATH IATOICHHOCTH
CTaTyCa MyTaIl y porreneii, 5 — MYTAIlH B COOTBETCTRINN €
— — ACMG
an::::x nnore;l'u‘?lc:np: :emt B Mamse B - | XPHTEpiaMu
'““““ACMG ,I uvnumtre:;!’d.\d
! — — .
[oarsepxaenne arnosa | ' Habmozemne y spasa- | | Tloxmmepaaenna wiarnosa
BPOAICHHAS AHIPILTIA [ *|  odrammonora u Bpava-reneTiKa BPOXACHHAR AHHPIUTIA
- s——— S —— {e———————— e ————— ” S —————
YnyJyweHHas BépcTka: [letckasi yponorusi B Omcke http://disuria.ru 391342
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Anroputm genctBuMin Bpava npu BA

ma B

[lanmenT ¢ nogosperren Ha BA

JmarsocTHEA (KTHHEAYECKAs B
MONEKYIAPHO-TeHeTHHECKAT)

Ecn  oneroass

KETIpAETM OM

Kplog

Mezgexanenrosaas xoppexmuz B

Xapyprageckoe JeqeHne EaTapaKTsi

-

Peatmnerammi

Axcnanceproe

YnyJyweHHas BépcTka: [letckasi yponorusi B Omcke http://disuria.ru
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IIpunoxenue B
HNudopmanus A naumeHra
BaxHo ans Bcex BO3pacTHbIX rpynn:

Ecnu nnaHupyeTcs onepauums:

- BBl 10JDKHBI OBITH YBEpEHBI, YTO TIOHUMAETe BCE HIOAHCHI, KOTOpbIe 00BscHWI Bam Bam
0 TATLMOJIOT

- HE CTECHSUTECH 3aJ1aBaTh BOMPOCHI;

- HE CTECHSAMTECh MPOKOHCYIHTUPOBATHCSA y APYTrOro CIENHAIMCTA I TOTO, YTOOBI UMETh
BTOPOE MHEHUE;

- TIPOKOHCYJIBTUPYHUTECHh B CBOCH OOIIECTBEHHOM OpraHU3alMU 10 TOJAJIEPKKE MAIMEHTOB C
AHUPUIACH.

[JononHutenbHble Belin, KOTOPble MOMOrarT XUTb C aHUpUAUEn:
0-2 ropa

- OynpTe B KOHTAaKTe C Ballled HAIMOHAJIBLHOW OpraHu3alued Mo MOJJIEp’KKe MallMeHTOB C
aHUPHUJIUEH,

- JICIUTECH OMBITOM M 3HAHUSMHU C APYTUMHU POJUTENIIMU U YYUTECh Y pojauTenei ¢ Oosee
CTapUIMMH JE€TbMU

- Y3HalTE O MpaBWJIAX NMOJAYN JOKYMEHTOB Ha MOJy4YCHHE HHBAIMJHOCTH U NOJABANTE UX.

2-8 nert

- HAYHUTE KOHTAaKTHPOBATh C CEMBSIMH C 00Jiee MaJIEHbKUMHU JETbMHU C aHUPHUAMCH, YTOOBI
IIOMOYbh UM aJalTHPOBATHCS U JIaTh COBETHI, KOTOPHIE BBl IMOJYYHJIA, KOT/a Ball peOECHOK ObLT
MIIaJIIIe

8-18 ner

- MOJIOABIC JIFOHU C aHHpHI{HCﬁ MOTI'YT Ha4aTb y4aCTBOBAThb B KOH(bepeHI_[I/IHX 10 aHUPUIUU U
Pa3JIMYIHBIX BCTpCUAX, YTOOBI ¥Y3HATh MOJIOACKD C TAKUM KC€ JUAI'HO30M U HA4YaTb O6I_HaTBC${
- HOHpO6OBaTb 3aHUMATLCA CIIOPTOM C APYTMMU JIFOAbMHU CO CHUKCHHBIM 3PCHUCM.

B3pocnble

- CTaHbTE aKTUBHBIMU WICHAMH BaIlleH HAITMOHAIBHOW OpPraHU3alMK 10 TOIEPIKKE OOJIBHBIX
AHUPUJIHIEM,

- JIIEJIUTECh CBOMM OIBITOM C JPYTMMH JIOAbMH, OOJTBHBIMU aHUPHUAWEH, [0 TTOBOLY JICUCHHUS,
HaTISOHBIX ITOCOOHH U T. 1.

- U3y4auTe U CIEIYUTE MOCIECIHUM HAyYHbIM JI0CTHKECHUSIM.

IInanoBBIE OCMOTpPBI MW BBIABJIICHUC OCIIO)KHEHHM — OCHOBHasA Ie€Jlb MEIUIMHCKOIO
COIIPOBOKACHUA BpO)K,Z[CHHOfI AHUPUINH.
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[Tpunoxxenue I'1-I'N

IIkanbl OLEHKH, BOIPOCHUKH H APYIrHe OLeHOYHbIe HHCTPYMEHTbI COCTOSIHUA
NALUEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

OTCyTCTBYIOT.

Hogeie, nznannsie B 2020-2022 rr. 1 opunmansHo yrBepKAEHHbIe MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAalNU (pyKOBOJICTBA, IPOTOKOJIBI JIEUEHHS) — HA HAILIEM caiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-to keM-To JaHHBIN TOKYMEHT OBLT paHee paciieyaTaH, JaHHOe m3o0paxenue QR-koma
MTOMOYKET BaM OBICTPO MEPEHTH MO CChUIKE ¢ OYMaXKHOW KOITUU — B HEM HaXOJHUTCS dTa CChLIKA.
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