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O6cnenoBaHo 48 MalMEHTOB B BO3pacTe OT 7 A0 52 JieT ¢ AMarHo30M Npu HanpasieHun «aduorpodus lrTap-
raparay. [IpoBoHIICS KOMIUIEKC KIMHUKO-(QYHKIIMOHAIBHBIX (BU3OMETpPHUsS, TUHAMUYECKAs WIM CTaTHYeCKas
MIEPUMETPHS, UCCIEOBAHUE IIBETOOLIYIICHUSI, AIEKTPOPETHHOrpadusi, ONTHYECKas KOTePEHTHAS TOMOTpadus,
(doroperucrpaius TIa3HOTO JHA, OHOMHUKPOCKOMHS, TpsiMast U o0paTHas o(pTanbMOCKOMHS, (IOOPECIICHTHAS
aHruorpadus 1 perucTpanus ayToIroopeceHINN ) U MOJIEKYJIIPHO-TeHETUYECKUX uccienoBanuii. I[lpu xiuHu-
Yeckod BepU(UKaINHU HEHTpaIbHOH adrnoTpoduu ceryatku IllTaprapara BEISBIEH BBICOKUH MPOIEHT OMMOOK
MIpH TMIEPBUYHON MOCTAHOBKE JarHo3a. KOMIUIEKCHBIN MOIX0 TTO3BOJIIII Pa3padboTaTh KPUTEPUU paHHEH nud-
(bepennyanbpHON uarnoctuky 6onesnu Hlraprapara.
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The present study involved 48 patients at the age varying from 7 to 52 years referred to our clinic with the diag-
nosis of central retinal Stargardt’s dystrophy. The combined application of clinical methods and functional tests
including visiometry, dynamic and static perimetry, assessment of colourperception, electroretinography, optical
coherence tomography, fundus photography, biomicroscopy, direct and indirect ophthalmoscopy, fluorescence
angiography, autofluorescence imaging, and molecular genetic studies made possible clinical verification of cen-
tral retinal Stargardt’s dystrophy that gave evidence of the high percentage of errors in the primary diagnosis. It is
concluded that the proposed integrated approach permits to develop the criteria for early differential diagnostics
of central retinal Stargardt’s dystrophy.
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AKTyaJIbHOCTBb. B mocnennue necarwierus 3aboie-
BaHMsI CETYATKH, U B YaCTHOCTH HACIEACTBEHHAs IaTo-
JIOTHUSI MaKyJIIPHON OOJIACTH, IPUBJICKAIOT OOJIBIIIOE BHH-
MaHue O(QTaIbMOJIOTOB KaK OJHA W3 HAHMOOJIee YaCThIX
MPUYMH UHBAJIUIHOCTH 110 3peHuto [1].

Jpyro#i mpuunHON HeocimabeBaromero MHTEpeca K
STOM MAaTOJIOTUM SIBISETCS BBIPAKEHHBIM KIMHUYECKUN
MOJUMOP(GHU3M U TeHETHYECKask TeTePOreHHOCTh, IPHBO-
TSIIIHAE K TPYIHOCTAM AU PEpeHIINATBHON THAarHOCTHKH
OT/ICNTIBHBIX KIIMHUKO-TEHETHYECKUX euHuI [2—4].

YuuTbIBas PaHHIOI MaHU(ECTAI[UIO ITaTOJIOTHUe-
CKOTO TIpoLlecca IEHTPAJbHBIX abnoTpomil ceTdaTkn
B OONIBIIMHCTBE CITy4aeB y IMAlUEHTOB B BO3pacTe M0
18 net [5, 6], 0cOOEHHO Ba)KHO MPOBEACHHUE paHHEH TU}-
(dbepeHInaIbHON TUArHOCTHKHM OTACIbHBIX HO30JI0THYE-

ckux (opMm. BpIOOp KIMHUKO-TEHETHUECKOTO BapHaHTa
HEoOXOIUM JUIsl JajbHEHIIEero IPOBEICHUSI MOJICKYIISIp-
HO-TCHETHYECKOIO0 aHaln3a, HAIllPaBICHHOIO Ha IIOUCK
MYTAaIMii B ONIpe/IeIICHHBIX TeHaX W OTpe/IeIeHUs TaKTH-
KH MEJTUKO-COIMaTbHOM MTOMOIIH MallHeHTaM.

B noBcenHeBHOH NpaKTUKE HEPEKO OJHO U TO K€ 3a-
OoJsieBaHME OMMCHIBAETCS aBTOpPaMH IOJ Pa3HbIMHU Hau-
MEHOBaHMSMH WM, HAIPOTHB, B €AHHOE MOHATHE 00be-
IOUHSIIOTCSL TAaTOTCHETHYECKH BEChbMa Jajnekue (hOPMBL
Tak, mpy HaJIMYMU MIPU3HAKOB IIEHTPAJIBHON JereHepa-
MM CEeTYATKH 3a4acTyl0 CTaBUTCS IUarHo3 «0oJe3Hb
nmm abunotpodus ceryarku llltaprapara», B To Bpems
KaK CXOJHBIE KIIMHUYECKHE MPOSBICHUS XapaKTEePHBI IS
psiAa Ipyrux MOHOTEHHBIX aOMOTpoduil ceTyaTku, Ha-
HpUMep, BPOXKICHHON NMPOTrPEecCUPYIOIICH KOIOOUKOBOH
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TUCTPOGUH U HAYaTBHOHN CTaJNH PA3BUTHUS KOIOOTKO-TI1a-
JIOYKOBOM Jierenepauuu [7].

Aobuorpodust ceruarku llTaprapara ommdaercs Jjo-
KYCHOH reTepOreHHOCTHIO (CM. TaOnHIy) ¢ BaprabeabHO-
CTBIO KIIMHUYECKUX MPOSBICHUM KaXKJI0M CTaTIuu pa3Bu-
THA MaTOJIOTUYECKOTO Tmporiecca [8].

Ha ceropusmunii neub red ABCA4 aBngeTcst caMbIM
mydeHasiM. K 2009 1. O6put0 KapTtupoBano 6oixee 500
BO3MOXHBIX MYyTallMd 3TOro resa. B moBcenHeBHOU
MpaKTUKE BCTPEUAIOTCS CIy4aH, KOT[a JUarHo3 abuo-
tpoumn Illraprapara cTaBUTCS TOJBKO Ha OCHOBaHUHU
OOHapy)XeHUsT YacThIXx MyTanuii B reHe ABCA4. Oto
He gomyctumo. Myranuu B rene ABCA4, kak B romMo-
3UTOTHOM, TaK W B KOMIIAYHI-T€TEPO3UTOTHOM COCTO-
SIHUSIX, SIBIISIOTCS IPUYUHON pa3BUTHSA 4 KIMHHUYECKU
noauMopdHbIX abuorpoduii cetuarku: IllTaprapara,
O®paHueckeTTH (Ha3piBaeMasi B JjuTeparype DyHIyc
OIIBUMAKYISITYC), KOJIOOUYKO-TTAJIOUKOBON ITHUCTPOPUH
Y CMENIaHHON NMUTMEHTHOW abmorpodmii ceryarku [9,
10]. U3BectHO Taxxke, uTo nospexaeHue rea ABCA4
SIBISIETCST (PAKTOPOM PHCKA Pa3BUTHUS BO3PACTHON MaKy-
nspHO# aereHeparuu [11].

Y4uThiBasi HOBBIE AMATHOCTUYECKUE BO3MOXKHOCTH,
Kak OQTaJbMOJIOTHH, TaK U TCHETHUKU, HEOOXOIUM HO-
BRI (DyHIaMCHTAIBHBIH MOIXOI K MPOBEINCHUIO Tu(-
(epeHInaTbHON TUArHOCTHKH, MPOQUIAKTHKE W pa3-
paboTKe aJeKBATHOTO JICYCHUSI HACICIACTBEHHOH MaTO-
JIOTUU TJIa3.

Ileab ucciaenoBaHusi: OLECHUTH PE3yIbTaThl KOM-
IJIEKCHOTO Toaxoja K nudpepeHIUPOBAHHON KIUHU-
KO-DTHOJIOTHICCKON THAaTHOCTHKE IEHTPaThHON abmo-
tpoduu ceruatku lltaprapara B Poccuiickoit ®ene-
panuu.

Marepuas u Metoasbl. VccinenoBanue 0CHOBaHO Ha
aHanu3se 96 a3 48 manueHToB B Bo3pacte oT 7 A0 52 et
C IIEHTPATEHBIMHA a0HOTPOPHUSIMH CETYATKH, KOTOPhIC Ha-
XOIWINCH Ha oOcnenoBannu 1 gseueHnn B PI'BY «MHTK
«Mukpoxupyprus maza um. akajg. C.H. ®@enoposay, a
Takke npoxoauBmx obcnenoBanne B PI'BY «Menuko-
TeHETUYECKUI Hay4dHbIN 1eHTp» PAMH.

[Ipu oOpamennn 44 mnamyeHTa WMeETd OCHOBHOM
muarno3 «abuorpodwus lrapraparay, y 4 ObLT TUarHo3
«MaKylsIpHas JereHepamus oOowx Timas3». [lamueHtsr,
o0ceToOBaHHBIC HAMHU, UMEITH HA4daIbHYIO, Pa3BHUTYIO,
JAJEeKO3aIICIIyI0 W TEPMUHATBHYIO CTaauu 3aboieBa-
Hus. Becem manuentam ObLT MPOBEACH KOMIUIEKC KIHHU-
YECKUX UCCIIEOBAaHUH, BKIIOYAIOIUN BU3OMETPUIO, AU-
HaMUYECKYIO0 WJIH CTaTUICCKYIO MEPHUMETPHIO, UCCIICI0-
BaHUE IBETOONIYIICHHUS (TIOTUXPOMATHICCKUE TAOIUITHI
Pabkuna), smexrpoperunorpaduio (OPI, mo cranmapry
ICEV), ontudeckyr KOTEpEeHTHYIO TOMOTpa(uio BBI-
cokoro pasperirenust (OKT, Cirrus HD-OCT 4000, Carl
Zeiss Meditec Inc.), ¢oroperucrpamnio ria3HOro JIHA,
OMOMHUKPOCKOITMIO, TIPSAMYIO M 0OpaTHyl oQTaIbMO-
ckormio. [Ipw OTCYTCTBHHM COMATHYECKUX IPOTHUBOIIO-
Ka3aHUI MPOBOIMIN (IIIOOPECIIEHTHYIO aHTHOTpadHIo U
perucTpanuio ayTo(IroopecieHInN (JUIMHA BOIHBI BO3-
oyxaenust 488um). [locie ompeneneHnss KIMHUISCKOTO
JUarHo3a BCEM MAalMEeHTaM MPOBOAMICS MOJEKYISIPHO-
reHeTnyeckuii anamu3 oopasmnos JIHK ¢ menpro ycTaHoB-
JICHUSI TOYHOTO KIMHUKO-TEHETHYECKOTo auarnosa. Mc-
CJIeI0BaHus MPOBOMWIHCEH B maboparopun JJHK nuarao-
ctuku OI'BY «Meauko-reHeTH4eCKUid Hay4uHbIH LEHTP»
PAMH, Mocksa.

I'eneTnueckue BapuaHTsl aduorpoduu Lltaprapara

Tun HacnenoBaHMsA ‘ Jlokyc rena ‘ I'en
AyTOCOMHO-pELIECCUBHBIN 1p21—p22 ABCA4
8q21—q22 CNGB3
AyTOCOMHO-/IOMUHAHTHBIN 6ql4 ELOVL4
4p PROM1

Pe3ynbrarbl U 06cyxaenue. boipias 4yacTb ceMei
(95,6%) umenu eaMHWYHBIE CIy4au 3a00JIeBaHHS B ce-
Mbe. B cembe Il y 2 kIMHHYECKH 3I0POBBIX POAU-
Teneit ObuT0 2 GoNBHBIX cubca (meBouku 17 u 18 mer),
YTO XapakTepPHO ISl ayTOCOMHO-PEIICCCUBHOTO THITA Ha-
cienoBanus, a B ceMb e LI, nenTpanbHas abuorpodus
CeTYaTKH YCTAaHOBJIEHA Y OTIIA M ChIHA — ayTOCOMHO-/I0-
MUHAHTHBII TUI HACJIEIOBAHUSI.

Y 45 mammentoB (93,75%) 3aboneBanne neOIOTH-
pOBAJNIO CHIDKEHHWEM IICHTPAIbHON OCTPOTHI 3pEHHUS.
VY 3 nmanueHToB npu 0OpalieHuu He ObUIO CyOBEKTHB-
HBIX XKano0.

[ociie KOMIIEKCHOTO KIMHUYECKOTO 00CIIeI0BaHHUS
MAIMEeHTOB ObLIN ycTaHOBIEHB! 10 KiIMHHYECKnX hopMm
MakKyIsIpHOHW marosorud. boipHBIE OBUTH pa3feIICHBI
Ha 3 rpynnsl: 1-s rpynna — ManUeHThl ¢ JUarHO30M
«abuorpodusa ceruarku Ulrtaprapara» (14 60nbHBIX),
2-5 — TAlMEeHTHI ¢ JUar{o3om «abuorpodus dOpanue-
cKkeTTH» (22 marnueHTta), 3-1 — MaIUeHThl ¢ 8 KIWHU-
4eCcKUMHU (opMaMH TaTOJOTHH CETYATKU: CMeIlaHHas
nurMeHTHas abmorpodus (1 mammeHTt), meHTpaabHas
nurMeHTHas abmorpodus (1 mammeHt), meHTpaabHas
XOpHOpeTHHaNbHas OecCUIrMeHTHast abuoTpodus cer-
YaTKu TUMa «Obruuii ria3» (1 mamMeHt), KeITONATHU-
cras IeHTpalbHas AUCTpodus B Buae 6adouku (1 ma-
IIUCHT), CMEIIAHHAs JKCITOISITHUCTAs a0HOTpOdus
ceryarku (1 mManueHT), CMENIaHHAST XOPHUOPETHHATHHAS
abuorpodus (1 mamuenT), MaKyaIuT HESICHOU ITHOJIOTHI
B CTAJIMU PEeMHCCHU (BTOPHYHAs MakyaogucTpodus) (2
ManueHTa), X-CIEeTUICHHBIM FOBEHUJIbHBIA PETHHOIIHN-
3uc (1 marueHT).

Cpenu Bcex NalKEHTOB C TPEANIOI0KUTEILHBIM JIHa-
rHO30M «abuorpodus IlItaprapara» Toneko y 14 (29,2%)
YCTaHOBJICHA TUIMYHAS KIMHWYECKas KapTWHA 3a0oe-
Bauus (1-s1 rpynma). Cpegauii Bo3pacT MaHu(peCTannu
3a0oneBaHusl B 9TOH Tpyrmme coctaBui 16,7+£9,7 ger (ot
5 1o 43 5er), cpenHuid mepruol MPOIOJIKUTEIHHOCTH 060-
JIE3HW Ha MOMeHT ocMmortpa Obut 10,8+11,4 roma (ot 0,5
1o 42 ner).

B 12 cnydasx 3a0osieBaHMe NPOSABHIOCH CHUXKe-
HHUEM OCTPOTHI EHTPATHHOTO 3PEHUS, ¥ 2 MaIHEHTOB
ACUMIITOMAaTHYECKOE TEUCHHUE IMATOJOTUYECKOTO MPO-
necca JAMarHOCTHPOBAHO TPU OCMOTPE BCEX HIECHOB
CEMBH.

Tunmaable *%ano0bl Ha HATHYUE IICHTPAITBHON CKOTO-
MBI B IT0JIC 3PCHUS U HApyIICHUE IBETOBOCTIPUSTHS OBLITH
penxumu (1 marwent). [loMuMo CHIDKEHHS IEHTPATbHON
OCTPOTHI 3peHHs, B epBoM ciryuae (nmamuent K., 46 ner)
OBLIM YKAIOOBI Ha CBETOOOS3HB, METAMOPQOIICHIO (TTalu-
entka II., 19 ner).

CpemHsist 0CTpOTa 3pCHUS ¢ MaKCUMAJIBHON KOppEK-
nueit cocrasmia 0,27+0,17 (0,02 o 0,8). V 1 manuenTa
neheKkToB B IMoNe 3peHHs HE OOHapyx)eHo. M3meHeHus
nepudepudecKkoro moss 3peHus He 3ahUKCUPOBaHbI HU Y
OJTHOTO TAIHEHTA.
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VY Bcex MaIyeHToB OTMEYEHO HapyIlIeHHWE I[BETOBO-
CIPUSTHS HA KPACHBIN U 3€JICHBIN IBETA PA3HON CTEIIEHU
BBIPaKEHHOCTH.

[Ipu npoBeneHNU 3MEKTPOPUIUOIOTUICCKUX HCCIIe-
JIOBaHUH y TaIMEeHTOB ¢ abuoTpoduei [llTaprapara Bei-
SIBJICHBI HU3KHE YaCTOTHBIC M aMIUIUTY/IHBIE ITOKa3aTeln
¢dorommueckoii DPI” Ha oHE COXPAHHBIX CKOTOITMYECKUAX
KOMITOHEHTOB OPT.

Ha wuzo0paxeHusx ayToQIIOOpPECHEHINH TJa3HOTO
JTHA y BCEX MAalMCHTOB BBIABICH Ouar MaTOJIOTUYCCKOM
TUI0ayTOMIIOOPECIICHIINYA B MaKYJIIPHOW 00JacTH, 00-
YCIIOBJICHHBI aTpoduell o peTHHAIBHOTO MTUTMEHT-
Horo srutenus (PI19) B nuctpoduyeckom ouare. Taxk sxe
y BCEX MaIMeHTOB 3a()NKCUPOBAH apeost rurepayTouIo-
OpECIICHIIMN BOKPYT Odara THUM0ayTO(I0PECeHIINH,
0OYCIIOBIICHHBIH PacCpPOCTPaHEHUEM I1aTOJIOTUYECKOTO
npoliecca paguaibHO OT JUCTPO(PUYECKOro ovara. Yc-
penHeHHas TUIOIA/Ib YYacTKa IaTOJOTHYECKON THIToay-
TO(IFOOPECICHIINT PaBHSIIACH 2,33MM>.

ITo pesynsraram OKT BbICOKOrO paspelieHus, TOJ-
IIMHA HEeHpO3IUTENnHs B (JOBEOJIE COCTABIIIA B CPEAHEM
43,9 MKM.

OdTanbMOCKOMMYECKH Ha IIa3HOM AHE y 13 marm-
€HTOB BH3yaJIM3UpoBajach arpodus (OoToperenTopHo-
ro u ciog PIID B mMakymsapHOit obmacTy ¢ XapaKkTepHBIM
METAJUINYECKUM OJIECKOM, OTCYTCTBHEM MAaKyISIPHOTO U
(oBeanbHOTO pediekcoB; cpeqHsst U KpaiiHsas nepude-
pus TIa3HOTO THA — B HOpMeE. J{MCK 3pUTENBHOTO HEPBA,
pEeTHHAJIBHBIE COCYAbI 0€3 BUANMOI naTtonoruu. B onnom
clydyae y manueHTku ¢ octpotoi 3perus OU = 0,9 ot-
CYTCTBOBAJI TOJBKO (pOBEANLHBIN pedieKrc, MaKyISIpHBII
pednexc ociabnen. OctanbHbIe CTPYKTYPBI ITIA3HOTO JHA
ObUTH O€3 BUANMBIX U3MEHCHHM.

VY MONOBUHBI NAIIMEHTOB ¢ KIMHUYECKUM IHATHO30M
«abuorpodus ceryarku llltaprapara» npu npoBeaeHUM
MOJIEKYJISIPHO-TEHETHYECKOTO HCCIIEIOBaHNsl  00pa3IioB
JIHK Obimm oOHapyKeHbI CTAaTHCTHYECKH YacThle MyTa-
mnu reHa ABCA4 xak B TOMO3UTOTHOM, TaK M B KOMIIa-
YHJI-T€T€PO3UTOTHOM COCTOSTHHU.

B ogHoM cnywae mpu UEHTpPaIbHOW OCTpOTE 3pe-
Husa obomx miaz 0,8, mamumenTtka 1., 17 ner He
MpenbsBisia HUKakux xkanob. [locie mpoBeneHHOTO
KOMIUIEKCHOTO ~ KJIMHUKO-(YHKIIHOHAIBHOTO 00cCIe-
JIOBaHMS y JAHHOM MAIlMeHTKN OBIIM BBISBICHBI CHM-
METpUYHbIE HW3MEHEHHs Ha 00OMX IJla3ax: HaJIW4due
BBIIICYKA3aHHON TpUaabl CUMITOMOB, TOJIIWHA CET-
yarku B (poBea nmo nanHeiM OKT BbeICOKOTO paszperie-
Hus cocrasmia OD = 120 mxm, OS = 125 mMxM (mpu
Bo3pacTHO# HopMe 220—250 mxm). Ha n3o0parkeHusx
ayToduroopeciieHnnn B posea 3aQpUKCUPOBAHO CHUXKE-
HUEe (U3HOJIOTHYECKOW T'HIO0ayTO(QIIOOPECHEHINN U
eJIMHUYHBIC YYacTKU runepaytoduiroopecuenuuu. [pu
MPOBEJICHUN 3JIEKTPOpPETUHOrpaduu HapylIeHUH He
BBIsIBIIEHO. [Ipu ocMOTpe Ti1a3HOTO JIHAa OTCYTCTBOBAI
(doBeanpHBI pediieke, MaKyIsIpHBIH pedrekc ocnia-
6neH. OcTanpHble CTPYKTYPHI ITIA3HOTO JHA 0€3 BUIH-
MBIX U3MEHEHHUN. MOJIEKYISIPHO-T€eHETUYECKHUM aHAIIN3
BBISIBIJI MMATOTEHHYI0 MyTaluo B rene ABCA4 (kak u'y
00JBpHOIO crbca B 3TOM CeMbe).

KnmHn4eckn ycTaHOBIEHO, YTO U3 OOCIIETOBaHHBIX
MAIMEHTOB 22 UMENN THITUYHYIO KIMHWYECKYIO KapTHHY
abuorpodun Opandeckert (2-51 rpynma). CpeaHuii Bo3-
pact Mmanudecraruu 3adonesanust 14,0+10,5 net (ot 6 10
46 J5ietr), CpeiHUN MeproJl MPOIOJKUTEIHHOCTH O0IE3HN
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Ha MOMEHT ocMOTpa Ob11 4,9+4,4 net (ot 0,5 mo 16 ner).
Pesynmbprarel mapakIMHHYECKAX METOMOB HCCIIEIOBAHUS
OTINYAJNCh OT TAaKOBBIX IPHU AOMOTPO(UHU CEeTUATKH
Itaprapara. OrMedena Oojiee paHHsAS MaHHECTAIUSI
W JMHaMUKa pa3BuTUs abuorpoduu ceruarku Dpan-
YEeCKEeTTH TI0 cpaBHEHHIO ¢ abmnorpodwueii Illraprapara,
Oosree TSHKENBIA XapaKkTep OpraHnyecKNX N3MEHeHNH Ma-
KyJIbl ¥ COOTBETCTBCHHO IICHTPAIBbHAS OCTPOTA 3PCHUS
ObLTa HIDKE NPU 3HAYUTEIHFHO MEHBIIEM MEPUOAC MpPO-
JOJDKUTEIBHOCTHU 3a00JIeBaHUS.

V 64% mnanueHToB ¢ KIMHUYECKHUM IHArHO30M «a0u-
orpodust ceruarku OpaHISCKETTH» OBUIH OOHAPYKECHBI
yacTele MyTaiuu rena ABCA4 kak B TOMO3UTOTHOM, TaK
U B KOMIIAyH/I-TETEPO3UTOTHOM COCTOSHHH.

[Tocne KOMIIEKCHOTO KIIMHUYECKOTO 00CIIeI0BaHUs Y
12 manueHToB ¢ HEHTPaIbHBIMUA a0HOTPOMUIMHU CeTYar-
K4, auarno3 «aduorpodus llraprapara» Obul U3MEHEH
(3-4 rpynna). MonexkyisipHO-TeHeTUYECKUMU UCCIIeI0Ba-
HUSIMH yCTaHOBIICHHAs KIMHHYECKas (hopma 3aboieBa-
HUS TIOATBEPKIICHA ¥ 3 TAI[CHTOB.

[TanmenTam, y KOTOpBIX HE 0OHAPY>KEHBI YaCThIE MY-
Taluy, IPOJODKACTCS MOUCK OoJiee PeaKUX MyTaluil B
COOTBETCTBYIOIIUX IeHAaX.

Takum 00pazoM, IMpOBEAEHHOE HAMH KOMIUIEKCHOE
KITMHUKO-(DYHKIIMOHAIEHOE M MOJIEKYIISIPHO-TEHETHYECKOE
oOcnenoBanue manueHToB ¢ abmorpodwmert Ulraprapnra
MO3BOJIMJIO BBIACIUTh HEOOXOMUMBIC IUATHOCTUYECKUE
KPUTEPHH JUTS IMArHOCTHKHU JIAHHOTO 3200JICBAHUSL:

1. Manudecranus 3a0ojeBaHus B NepBbIe JIBE JIeKa-
JTBI YKU3HU.

2. [pucytcTBrue 00s3aTEeIBHON TPUATBI CHMIITOMOB:
CHIDKCHHUE TICHTPATBHON OCTPOTHI 3PEHUS, OTHOCUTEIh-
Has WK abCOJIOTHAs LIEHTpaJIbHAs CKOTOMA, Tpyboe Ha-
PYLICHHE [[BETOBOCIPUSATHUSI.

3. CHWXKEHHE aMIUIMTYAbI, YUIMHEHUE JIATCHTHOCTU
(horomnmueckoit DPI” mpu HOPMaTBHBIX ITOKA3ATEIIAX CKO-
tonnueckon DPT.

4. CHIKEHHUE TOIIUHBI CETYATKH B (DOBEA MO TAHHBIM
OKT.

5. Hanuame maTonoruyeckoi TumoayTogIroopecieH-
mu B (hoBea, OKPYKEHHOW 30HOW rurepaytodroopec-
IICHITNH, a TAK)KE MHO)KCCTBEHHBIMH MEJTKUMH OdaraMu
TUIepayTO(IIIOOPECICHIINN BOKPYT O9ara, He BBIXOAS-
IIAMH 32 TIPEAeThl MAaKyISIPHOH OOJACTH M CBHUICTEIb-
CTBYIOLMMH O HAKOIUICHUU TUIEPAYTO(IIOOPECIEHTHO-
ro (mumodyciuH nog00HOT0) MaTepuala.

6. CUMITOM «MOJYaIICH XOPHUOHIEH» IO JaHHBIM
OAT, runepdIroopeCcIieHTHBIC 0Yard B MPOCKITHH (hoBea,
00yCJIOBJICHHBIC MHOYKECTBCHHBIMH JIOKATEHBIMHA JC(CK-
Tamu cnost PIID, He BBIXOASIMMU 32 Mpeiebl MaKyIsp-
HOI o6nacTu.

7. XapaxkTepHasi KapTHHA IJIa3HOTO JHA: AUCK 3pHU-
TEJIbHOIO HEPBA, PETHHAJIBHBIE COCYAbl 0€3 MaToNOru-
YecKuX M3MeHeHHd. OTCYTCTBHE MaKyJISIpHOTO B (pOBe-
aNMpHOTO peduiekcoB, u3MeHeHus B cioe PIID, kak B BU-
JIe HEe3HAUUTEIbHON KParmdatoCcT (CAMHUYHBIC YYaCTKU
Pa3pyIICHHBIX KJIETOK), TaK U TMOJHAS ASCTPYKIIHS CIOS
Helpoanutenus u cios PITD, B HEKOTOPBIX clydasx npu-
CYTCTBHE B MaKyJISIpHOH OOJACTH XapaKTEPHOTO MeTall-
JIMYECKOTO OJecKa C THIIEepIUTMEeHTalueid wim 0e3 Hee
BOKpYT aTpodudaeckoro ogara. CpemHsist U KpaiHsisI iepu-
(hepus TIA3HOTO JTHA B HOPME.

8. OOHapykeHHE TATOTCHHOW MYTallUd B COOT-
BETCTBYIOIINX 4 reHaxX MOcie MPOBEACHHS MOJIEKY-



Poccuiickas neouampuueckas opmanomonoeus, Nel, 2014

JISIPHO-TEHETUIECKUX HccienoBanuii oopasznos JHK
MaruenTa.

KommnekcHoe ob6cnenoBaHue MAMEHTOB C MEPBHY-
HBIM JIMar€o3om «abuorpodus ceruarku Lllraprapara»
MI03BOJIMJIO BBISIBUTH 00J1b1I0M MpotieHT (70,8%) omrbok
P OTIPEICIICHUN KIMHUYSCKOTO BapHaHTa JaHHOM Ima-
TOJIOTHH CETYATKH.

VYV Bcex 14 manueHTOB € MOATBEPKIEHHBIM HaMHU
nuarHosoM «abuorpodusa ceruarku IlTaprapara»
BBISIBIICHA TUINWYHAs KIMHUYECKas KapTuHa 3abole-
BaHMs. XapakTepHas TpUaJa CUMITOMOB (CHI)KCHHE
EHTPAIBHOW OCTPOTHI 3pEHHUsI, OTHOCHTEIbHAS WU
abcoiioTHas IeHTpaJibHasg CKOTOMa, rpyboe Hapyie-
HHE IIBETOBOCIIPUSTHS), YACTO KIMHUYCCKH BBISABISC-
Masl y’)K€ Ha caMbIX PaHHHX dTamax pa3BUTHS OOJE3HHU,
ObL1a 3adukcupoBana B 100% ciy4yaes, BHE 3aBUCHMO-
CTU OT CTaJUU MAaTOJOrM4ecKoro npouecca. [Ipu stom,
CyOBEKTHBHO TAIMCHTHI 3aMEYaIH TOJBKO CHIDKCHHE
[EHTPAIBHOW OCTPOTHI 3PCHUS, a HapyIICHUE I[BETO-
BOCTIPUSITHSL OBIJIO CAMOCTOSTENHHO OTMEUCHO JHUIIH
1 manueHTOM. OTOT (PaKT HEOOXOIUMO YUUTHIBATE IIPU
OIICHKE KaJIO0 U KIMHUYECKOTO COCTOSHHMS MalHUeHTa
U IPU HEOOXOAMMOCTH IPOBOJIUTH COOTBETCTBYIOLIUE
oOcienoBaHus.

Cuenyer oTMETUTD, 4YTO B c e M b e III. mpu ocMoTpe
BCEX WICHOB CEMbH MpoOaHIa HAM yHAIOCh BBIIBUTH
Ha4aJIbHYIO, TOKIUHUICCKYIO CTaIUI0 a0MOTPOPUH CET-
yarku llTaprapara. Jlanueiii npumep H0Ka3bIBAET, YTO
n3MmeHenus nmokazareneit OKT, nuzodpaxenuii ayrodiiro-
OpECIEHIINH TJ1a3HOTO JAHA y OONBHBIX ¢ abMoTpodueit
ceryarku llltaprapara pa3BuBaroTCsS Ha HECKOIBKO Me-
CSILIEB PAHbIIE, YeM TOSBIISIOTCS BRIPAKEHHEIC 3pUTEIh-
vele aucyHKIuu [12—16]. O6 3TOM BaXHO MOMHUTH
W TIPOBOJUTH 00CIIeIOBaHUS HE TOJILKO MpodaHaa, HO U
YJICHOB €T0 CEMbH.

AHaJu3 HalUX UCCICIOBAaHUU MMOKa3all, 4To B IO-
BCEIHEBHON TPaKTHKe JHArHo3 «abwmorpodms cet-
gatku lllTaprapara» 3agacTyio CTaBUTCS TOJIBKO Ha
OCHOBaHHMH O(TaTbMOCKONMYECKON KapTHUHEI, B Oojee
pPeOKHUX CcIydyasix — Ha OCHOBAHHUH PE3yJIbTAaTOB MO-
JEKYJISPHO-TeHETHYECKOT0 HCCIIe0OBaHUs 00pa3loB
JHK mpu HEmoaHOM KIIMHHYECKOM 00CJICIOBAHHHY T1a-
LHHUEeHTa. JTO B KOpHE HeBepHO. Kaxk/1b1il U3 yKa3aHHBIX
HaMH METOA0B 00cCaemoBaHus, OOJbIIAs 4acTh KOTO-
PBIX OTHOCUTCSI K OOBbEKTHBHBIM, Ha CBOEM JTaIlle Io-
MOraeT MmpoBecTd AudPepeHInaIbHYI0 THATHOCTUKY
adbuorpoduu llraprapara kak ¢ MepBUYHBIMH, TaK U
C BTOPUYHBIMH MOPKCHUSIMH MaKyJISIpHOW 00JIacTH,
YCTAHOBUTH DJTHOJOTHIO ITATOJIOTHYECKOTO IPOIIeC-
ca, 3a)UKCUPOBATh YPOBEHD, IITyOWHY U TSIKECTHh YXKE
HMEIOIINXCS U3MEHEHUN.

PesynbraThl HaMIMX UCCIEAO0BAHUIN TO3BOJIUIIN PUI-
TU K BBIBOJY, UTO, YUUTHIBAsI KIMHUYECKUN MOJIUMOP-
(hHU3M U TCHETUYECKYIO TeTEPOreHHOCTh IICHTPATHHOM
abumorpoduu ceruarkm I[lltaprapara, HeoOXommMO:
MIPOBEJCHNE KOMITJICKCHOTO KIIMHUYIECKOTO 00cieIoBa-
HUSI HE TOJIBKO Mpo0aHa, HO M BCEX WICHOB €TO CEMbH,
COOMIOZCHNE YETKUX JOUAarHOCTUYECKUX KPUTEPHUEB
IPU MOCTAHOBKE OKOHYATEIBHOI'O IMarHo3a, nmpoBeze-
HHUE MOJICKYJISIPHO-TCHETUICCKOTO HCCIICIOBaHUSI 00-
pasuoB THK.

Hcmonp30oBaHme YeTKUX KIMHUKO-TEHETUISCKUX KPH-
TepueB npu aAnpdepeHnaIbHON AMarHOCTUKE HaClea-
CTBCHHOM MATOJOTHM CETYATKU TO3BOJSIET MPAKTUKYIO-

LIEMY Bpauy ONPEIeIUTh TAKTUKY JalbHEUIIETO BEICHUS
MALUEHTA, 1aTh TEHETUYECKUM IIPOTHO3 B OTATOILEHHBIX
CeMBbsIX, PH HEOOXOAUMOCTH MPOBOIUTD MIPEHATATIBHYIO
MUATHOCTHKY IUIOJA Ha PaHHUX CPOKaxX OEpeMEHHOCTH ¢
LENbIO BBISBICHUS HOCUTEILCTBA MyTALIUH.

BoiBoabI

1. Ilpu xnmHMYecKoil BepH(UKAIMK IEHTPAIBHOM
abuorpoduu ceryarku IllTaprapara BBISBIEH BBICOKHI
npoueHT omuboxk (70,8%).

2. B HacTosimee Bpemsi, HCMOIB3Ys BECh CIIEKTpP He-
00XOIMMBIX KIIMHHYECKUX U MapaKIMHUIECKAX METO/IOB
MCCIIEIOBAHUS, MOXKHO OTIPEIEINTH TOUHYIO KIIMHUKO-Te-
HETHYECKYIO (hopMy LEHTPaTbHOU abHOTpouu cerdyar-
KM Ha JOKJIMHUYECKOM dTare.

3. KoMrutekcHbIH 10X0/1 TI03BOJHIT pa3padoTarh Kpu-
Tepuu paHHeH MudpepeHnnanbHON AMATHOCTHKA O0Ie3-
uu Llltaprapara, [us qansHENHIEro OnpeaeIeHns] HOBBIX
MOAXOIOB K MpOo(HIaKTHKE M pa3pabdOoTKe ITHOMarore-
HEHTUYECKOW BUPYC-BEKTOPHON WM TAPTe€THOU Teparuu
9TOW MHBAJIMAU3UPYIOIIEH [1aTOJIOTUH.
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