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AKTyaJibHOCTB. HaciencTBeHHbIE MaKyJIsIpHBIE JTUCTPOPUU
HEOOpaTUMON TIOTEpU HEHTPAILHOTO 3pEHHs Yy JCeTed W JIMI[ MOJIOJOro Bo3pacta. B cBsizu ¢
pa3paboTkOil TeHHOM W (apMaKOJIOTUYECKOH  Tepanmuu  HEOOXOIMMBI  HEWHBA3WBHBIC
KOJIMYECTBEHHBIC OWMOMApKephl, MPHUTOMHBIC ISl JAUATHOCTUKH, MOHHTOPHHTa U  OLCHKH
adpdextuBHOCTH NedyeHus. Dynmyc-aytodmoopecueniius (PAD) oTpakaer HAKOIUICHHE
AUIOQyCIUHA B PETUHAIBHOM NMUTMeHTHOM 3rutesiuu (PI13D) u mo3BossieT MpuKU3HEHHO OIEHHUTh

BEIyIlas IPUYMHA

COCTOsIHME KOMIUTEeKca «(oTopeuentopsl — PIIO».

Heap — cucrtemMaTU3UpOBaTh OMYOJIMKOBaHHBIE NaHHbIe 0 DAD-heHoTUNIaX OCHOBHBIX
HACJIC/ICTBEHHBIX ~ MaKyJSIpHBIX AucTpoduii u  KommdecTBeHHBIX DAD-mokazaremnsx
MIPOrPecCUPOBAHUSI.

Matepuan u meroabl. [IpoBenéH ananu3 myonukanmii B 6a3ax PubMed/PMC u Google
Scholar mo wxmodeBsiM ciioBaM «fundus autofluorescence», «Stargardt disease», «ABCA4y,
«BEST1», «PRPH2», «inherited macular dystrophy». B konuuecTBeHHBI aHamu3 BKIOYEHBI 5
MyOJIMKAIUK 10 Y4eThIpEM KOropTaMm maiueHToB ¢ Oosie3Hbto IllTtaprapara (68, 251, 259 u 90
YeJI0BEK), B KOTOPBIX CKOPOCTh POCTa aTpo(uu ONpeaesuiy Mo TUIomaau 30H BeipaxxeHHO (DDAF)
u cymmapHo (DAF) camxennoit aytodmroopectientinu. s kauectBeHHOU xapaktepuctuku GAD-
(PEHOTHUIIOB UCIIONIL30BaHbI 0030pHBIE PaOOTHI® S,

Pesyabrarsl. [[15 Kaxma0il HO30JIOTUM ONKCAaH XapakTepHblii GAD-naTTepH, coueTaronui
30HBI TOBBIIICHHON W CHMXEHHOM aytoduroopecueHuuu (tabdn. 1). IIpu Gonesnu Llrtaprapara
KITIOYEBBIMHM TIPU3HAKaMH SBISIOTCS (PJIEKH, TOBBIMICHHBIH (OHOBBI CHTHAll M COXPaHHOCTH
MepUTNIAMJUISIPHON 30HBI, TipH O0oJe3Hn becta — runepdaoopeciieHTHRIN BUTEITU(GOPMHBINA OYar,
HpH KOJIOOYKO-NATOUKOBBIX AUCTPOPUIX — MapadOBEOIAPHOE KONIBIIO MOBILIEHHONH DADS 8,

ux

Tadanua 1. DAD-GeHoTHITBI OCHOBHBIX HACIEACTBEHHBIX MaKyJISAPHBIX TUCTpOduit

DAD-npusHAKH

PIID

CeTYaThI,

MO3AHUX CTaausiaX

T'en; TN KosnyecTBeHHbIH
Hosonorus MOBbIIEHHAST CHUKEHHAsI
HaCJIe0BAHUA DAD-mapkep
ayrodJioopecueHIus | ayTo(iroopecHeHIus
Boue3nn ABCA4; AP (hJ1eKH, TOBBIIICHHBIN LEHTpalibHas aTpodus wiomans DDAF u
IlTaprapara (OHOBBII curHan IIPU COXPAHHOM Temn e€ pocra; AF
MEePUMANTIUIIPHON 30HE
Burennmndopmuas BEST1; A/l BUTSIUTM()OPMHBIH ouar | arpodus Ha craguu V IUIOINA/b OYara; CTaaus
MakyJoaucTpodus (cramuu I1-111) o [accy
becra
Marrepu-mucrpodun | PRPH2; A/l PHUCYHOK «0ab0uKm, oyaroBas aTpoust Ha Iomaab arpohuu

PETHHOIIU3UC

CIMLIEBUAHBIA PUCYHOK
(doea

NMO3AHUX CTaausAaX

BUTEIUTH()OPMHBII
Kon6oukoBbie n ABCA4, GUCY2D, | napadoseoisipHoe LEHTpaJbHasl 30Ha 0 JMaMeTp KOJblia U ero
KO0JI004YK0- CRX, PRPH2 u KOJIBIIO TUIY «OBIYBEro I11a3a» | AWHAMHKA
najouKoOBbIe ap.; AP, AJl, X
aucTpopuu
X-cueneHHbIi RS1; X-cuerm. paauanbHbIH MaKyJsipHas aTpodus Ha | He pa3paboTaH

AP — ayTocomHO-penieccuBHbIN, AJl — ayTOCOMHO-IOMHHAHTHBIHN, X — X-cuerieHHbld Tin HaciaepoBanus; DDAF — 30Ha BeIpaykeHHO
CHIKeHHOH ayTodimoopecueHuny; qAF — xonnuecrseHHass PAD.
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Ckopocts pocta arpoduu npu 6one3nu lltaprapara cuinbpHO 3aBrcena oT ucxoaHoro GAD-
¢denoruna: B uccnenoBannu K. Fujinami u coaBT. oHa pasnudanack 6onee uem B 70 pa3 — ot 0,06
mm?/ron ripu Tune 1 1o 4,37 mm*/ron npu ture 3 (puc. 1). 3a nepuoa vHadmoaenus 42% MmanueHToB
¢ TunoM 1 mepenwtu B tun 2, a 12% ¢ tunom 2 — B Tin 31,

5,0
4,5
4,0
3,5
3,0
2,5
2,0
15
1,0
0,5

MM2/TOx

CxopocTh pacuiupenusi arpopun no PAP-penoruny

0,06

0,0

Tun 1 (n=19)

0,67

Tun 2 (n =41)

4,37

Tun 3 (n=8)

Puc. 1. Cropocts pacuupenus atpoduu npu 6osesnu [lItaprapara B 3aBucumoctr o1 DAD-dpenoruna no Fujinami
(no janHbIMY)

B MHoroueHnTpoBsix uccienoBanusx ProgStar cpemuss ckopocth pocta DDAF cocraBuna
0,51 Mmm?/Tox1 B peTpocniekTHBHOM Koropte u 0,74-0,76 MM>/TO B IPOCHIEKTUBHOI (Tabu1. 2, puc. 2)%~
4. TeMn mporpeccHMpoBaHUs 3aBHUCEN TPEXKIE BCETO OT MCXOAHOM IUIOIIANM TOPAKEHHS; TOCIE
W3BJICUEHUS] KBAJPAaTHOIO KOPHS M3 IUIOIIAAM 3Ta 3aBucuMocTh 1uis DDAF wucuesana, a reHoTumn
3HaYMMOTrO BIMsHMA He okasbiBan®. [Ipu nerckom mebrore 3a0o0seBanus aTpodus paciupsiach B
1,7-2 pa3a 6eicTpee, yem npu B3pocioM (0,69-0,78 mporus 0,40 mm?/rox)°.

Tadamnuna 2. CkopocTs pocTa 30H CHIXEHHOH ayTodumoopectieHnny mpu 6ose3nu [lltaprapara mo JaHHBIM KOTOPTHBIX

HUCCIEI0BaHU
CxopocTh pocTa, MM%/To
. IManueHTsHI, .
Hccnenosanune Jusaiin - DAF (DDAF + OCHOBHOIi BLIBOJI
DDAF QDAF)
Fujinami u coasr., JIOHTHTIOJIHOE, 68 tun 1 — 0,06 — TEMII ONPEIENISACTCS
20131 OJ/IHOLIEHTPOBOE tin 2 — 0,67 ncxoaasiM GAD-
min 3 — 4,37* (heHoTUIOM
ProgStar, oruér Ne 9, | perpocniexTusHoE, 251 0,51 (0,42-0,61) | 0,35(0,28-0,43) | Temm 3aBUCUT OT
20172 MHOTOLIEHTPOBOE HCXO/IHOM TUTOIIAIN
MOPAXKSHUS
ProgStar, oTuér Ne MIPOCIIEKTUBHOE, 259 0,76 (0,54-0,97) | 0,64 (0,50-0,78) | ®A®D mpuroaHa Kak
11, 20193 12 mec KOHEYHas TOUKa
UCTIBITAHUN
ProgStar, oTuér Ne MIPOCIIEKTHBHOE, 259 0,74 (0,64-0,85) | 0,64 (0,57-0,71) | mocume V-
17,2023 4 24 mec peoOpasOBaHus TEMII
DDAF He 3aBucur ot
HCXOJHOTO pa3Mepa;
TCHOTHII HE BJIUAJL
Georgiou u coasT., IIPOCIEKTHUBHOE, 90 — netu — 0,69 JIETCKUH 1e0I0T
2020° OJ/IHOLICHTPOBOE B3pOCIIbIE C MPOrpeccupyer
JIETCKUM J1e0r0TOM | ObICTpEe

—0,78
B3pOCJIbIH 1eO0T
— 0,40




B ckobxax — 95% noseputenbHbIi HHTEpBaI. * CKOPOCTH pacmupeHus arpoduu mo ucxonHomy OAD-rtuny. DAF — cymmapHas miomans
cHmkenHol ayroduroopecuenimu (DDAF + QDAF).

CxopocTh pocTa 30H CHH2KeHHOH ayTodunoopecuenunn (ProgStar)

1,2

PerpocniexruBHoe (N = 251) IMpocrniektuBHOE, 12 Mec (N =259)  TIpocnektuBHOE, 24 Mec (N = 259)

mDDAF = DAF (DDAF + QDAF)

Puc. 2. CkopocTs pocTa 30H CHIKEHHOH ayTo(IoopecieHIny B MccnenoBanusax ProgStar (cpennee, 95%
JIOBEPUTENBLHBINA HHTEPBAI; 10 JaHHBIMZ %)

BoiBoabl. 1. DAD BhIsBISAET XapaKTEpPHBIE VI OTAEIBHBIX T€HETUYECKUX (POPM NATTEPHBI U

MO3BOJIIET CY3UThb KPYI T€HOB-KaHIUAATOB JO MOJEKYJSIPHO-TEHETHUECKOTO TECTHPOBAHUSA. 2.
[Tnomans DDAF u ckopocTs €€ pocta — BOCHPOHM3BOIUMBINA KOJHMUYECTBEHHBI OHOMapkep,
MPUHATHIN B KaueCTBE KOHEYHOW TOYKH KIMHHYECKUX HccieaoBaHuil mpu Oosie3nu lllTaprapara;
cpeanuit Temn pocrta coctasnser 0,5-0,8 mm?*/roa. 3. IIporHos ompenensercss ucxoaubim OAD-
(EeHOTHIIOM, TUIOIIAJBI0 TOPAXEHUS M BO3PACTOM JAe0I0Ta, 4YTO CIIEAYeT YYHUTHIBATh TIPU
KOHCYJIbTUPOBAHHUH MAI[IEHTOB U 0TOOPE WX B KIIMHUYECKHE UCIIBITAaHHS.
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