CEMEVHASA
OKCCYLATUNBHAA
- BATPEOPETUHOINATINA,
- ANATHOCTWKA
\ N NEYEHUE

N

®reY «HAUMOHAINbHbIW MEOULUMHCKUA UCCIEQOBATENBLCKUU LIEHTP
MA3HbIX BOJNIE3HEA UMEHU FENbMIOfibLIA» MUH3OPABA POCCUU

NOPTAN HENPEPbLIBHOINO MEAULIMHCKOIO U
®APMALEEBTUYECKOIO O6PA3OBAHUA MUH3OPABA POCCUMN




CTPYKTYPA YHEBHOIO COOAEP>XAHUA

1. OnpegeneHne cemMenHon 3KCCyaaTUBHOW BUTPEOPETUHOMATUM, MEepBOE OnucaHne u aNUOeMnonoruns
3aboneBaHu4

Knaccundoumkaumsa no MKb-10

[eHeTYeCcKne acnekTbl 1 natoreHe3 ceMenHou 3KCCyaaTuBHOW BUTPEeopeTMHONaTum
Knaccudukauma ceMmenHon akccyaaTMBHOW BUTPeopeTUHonaTum

KnnHnyeckmne nposBneHns n tTe4eHme ceMenHon aKCCcyaaTnBHOW BUTPeopeTMHonaTum
[lnarHocTuka ceMenHoW aKCcCcyaaTUBHOW BUTPEOopeTMHONaTum

OCnoXHeHNs1 ceMeNHON dKccyaaTUBHOW BUTPEOPETUHONATUN

OundpdepeHumnanbHbln gMarHo3 ceMenHOW 3KCCyaaTUBHOW BUTPeopeTUHonaTum

© 0N O OhR WDN

JleyeHne cemenHoOW aKcCyoaTMBHOW BUTPEOpEeTMHONaTUmn

9.1. Ilazepkoarynaumna cetyaTtkum

9.2. Xupypruyeckoe rie4yeHme

10. Anroputm BegeHuUs NaunMeHToB C CEMENHON 3KCCyaaTUBHOW BUTPEeOpEeTUHOMNaTNEN
11. 3akntoyeHune

sl - . -
m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A g‘!&% OreY «HAUMOHATbHbIN MEAVLIMHCKNW NCCNEOOBATENIBCKAW LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN E - TNA3HbIX BOIE3HEW MMEHW TENbMIOJfibLIA» MUH3OPABA POCCUW



OMNPEOENEHNE QEMEVIHOVI
OKCCYLOATUBHOW
BUTPEOPETUHOINATW,
~ TEPBOE OMVCAHVE U

3ABOJIEBAHUA




OnpeneneHne ceMenHOU 3KCCydaTUBHOW BUTPEOPETUHONATUN,
nepBoOE onucaHne u anMagemMunoriorns 3aboneBaHus

CemenHasa akccypaatuBHas ButpeopetuHonaTtua (COBP), aHrn. Familial Exudative Vitreoretinopathy
(FEVR) — pegkoe HacneocTBeHHOE MPeuMMylleCTBEHHO  [OBYXCTOPOHHEE nporpeccupyroulee
3aborneBaHue, xapakTepusyouwieecss aHoMarlbHbIM aHrMOreHe3oM U aBacKyndApHbiMM 30Hamu (A3) Ha
nepudepun cetvaTkn, MNpuBoLsdLLEE MNPU THAXKENOM TEYEeHUUM K PeTUMHaANbHOW HeoBacKynspusaumu,
npepeTuHanbHOMY MeMbpaHoobpa3oBaHWMIO, NHTPa- U CyBpeTUHaNbLHOW 3KCCyaauumn, SKTOMUU Makynbl,
OTCNnownke cet4yaTku u cnenote (1-4).

3aboneBaHue nepsble onucaHo B 1969r. V.G. Criswick un C.L. Schepens, coobwmBLLINX O 6 NaUnUeHTax 13
2 ceMen Cc OBYCTOPOHHEN BUTPEOPETUHASIbHOMN NAaTONOrMENn, NOXoXXen Ha peTUHONaTUI HeOOHOLEHHbIX.
OgHako Oetnm poaunucb B CPOK, He nomnyyanu Kacnopogotepanuto, a 3aborneBaHuve npogornkaro
nporpeccmpoBaTtb B TEYEHUE HECKONbKUX NET Mocne poXOeHUst N XapakTepunsoBasriocb obpasoBaHUEM
MemMOpaH B CTEKITOBUAOHOM Terne, Tpakumen CceTyaTkn, BUCOYHOM reTepoTonmen Makynbl, obpa3oBaHUEM
cyb- M WHTpapeTUHarnbHOro aKccygata Ha nepudepun (Kak npaBuio, C BUCOYHOW CTOPOHbLI) W
nepudepunyeckon Heosackynsapusaumen (1).

Beuay peokocTmh UM 3HAYUTENBHONO 4ucrna ©OecCMMNTOMHLIX CrydaeB  3aboneBaemMoCcTb U
pacnpocTpaHeHHocTb COBP B HacTosiLee BpeMsi HE YCTAaHOBNEHbI.
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Knaccugukauna cemenHon akccygaTMBHOU
BuUTpeopetmnHonaTtmm no MKb-10

Knacc <HO00-H59> <bones3Hu rnasa n ero npugaTo4yHoro annapara>

Bnok <H30-H36> <bonesHn cocyancTom obOOYKN U CeETYaTKN>

NMogobnok <H35> <[lpyrvue 6onesHu cetyaTkn>

Koabl <H35.0> <®PoHOBaga peTuHonaTus n peTuHanbHble COCyaUCTbie UBMEHEHNA>
<H35.2> <[pyrasa nponndeparneHas peTmHonaTna>

yw% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM
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rEHETUYECKUE ACTIEKThI
~ VMATOrEHE3 CEMEVHOW
- OKCCYAATMBHOW
. BUTPEOPETMHOMATUA
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[ eHeTn4ecKkne acnekTbl 1 naToreHe3 ceMenHou
aKccyaaTuBHOWM BUTPEOpEeTUHONaTUn

BbipaxxeHHasi reHeTU4YecKas reTeporeHHoOCTb.

B HacTosilee BpemMsa ycTaHoBreHa cCBA3b pa3sutnsa COBP ¢ M3MeHeHMeEM HyKneoTuaHOW

nocnegoBaTenibHOCTN B 12 reHax, yydacTBylOWMX B page G1Monornvyeckmx CUrHanbHbIX NyTen, B “Norrin
yacTtHocTn Wnt (o1 Wingless u integration 1), perynupyroLimx aHrmoreHe3 ceT4aTKku. @ = O
1. Frizzled-4 (FZD4, 11q14.2) (2-4). -

2. Norrie disease pseudoglioma (NDP, Xp11.3) (5,6).

3. Low-density lipoprotein receptor related protein-5 (LRP5, 11913.2) (3,7,8). ;

4. Tetraspanin-12 (TSPAN12, 7g31.31) (9-11). 4 g
5. Zinc finger protein-408 (ZFN408, 11p11.2) (12). T
6. Kinesin family member 11 (KIF11, 10923.33) (13—16).

7.Cadherin-associated protein, beta (CTNNB1, 3p22.1) (17,18). FZD4
8. Jagged 1 (JAG1, 20p12.2) (19). |
9. RCC1 and BTB domain containing protein 1 (RCBTB1, 13q14.2) (20). WNT Signaling
10. Atonal bHLH transcriptation factor 7 (ATOH7, 10921.3) (21).
_ o Cxema cuzHarbHo20 nymu
11. Dedicator of Cytokinesis 6 (DOCKG6, 19p13.2) (22). Wnt (Wingless + integration 1)

12. RHO GTPase-activating protein 31 (ARHGAP31, 3913.32-q13.33) (22).

M3 omKpbIMbIX UCMOYHUKO8
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[ eHeTn4ecKkmne acnekTbl 1 naToreHe3 ceMenHou
aKccyaaTuBHOWM BUTPEOpETUHONATUN

BuiwenepeuncneHHsle mMyTtaumm BbigBnaTcsad B cpegHeM B 50% KNUMHUYECKM TUMUYHBIX CryvaeB
3aboneBaHus, NpeobnagatoT N3BMeHEHUs1 B NEPBLIX LLECTU reHax, Hanbonee 4YacTto — B FZDA4.

Pa3nunyHble TUNblI HacneaoBaHUA:

" ayTOCOMHO-AOMUHaHTHbIN (Hambonee 4vacto) — FZD4, LRP5, TSPAN12, ZNF408, KIF11, CTNNB1,
JAG1, ARHGAP31;

" ayToCOMHO-peueccuBHbln — FZD4, LRPS, TSPAN12, RCBTB1, ATOH7, DOCK®6;
= X-cuenneHHbIn peueccuBHbin — NDP,

Mytaunmmn B reHe NDP HabniogatoTcs Takke npun 6onesHn Hoppu, B reHe LRPS — npun cuHopome
OCTEeonopo3a-nceBaornMomMmsl, nNodtomy nauueHtoB ¢ COBP, BbizBaHHOM myTaumsamm LRPS, cnepyer
obcnenoBaTb Ha OCTEONOPO3.

MyTtaumm B reHe RCBTB1 obHapyxeHbl Takke npun 6onesHn Koatca, B reHe ATOH7 — npun cnHapome
nepcucTupytowen getanobHon BackynaTtypbl, B reHe KIF11 — npu pegkom ayToOCOMHO-LOMWHAHTHOM
CUHOPOME MUKpouedanun ¢ unu 6e3 xopmopeTtuHonaTum, numdenemMbsl UM yMCTBEHHOW OTCTaNoCTU
(MCLMR), myTauum reHoB cuHgpoma Apamca-Onumeepa (AOC): DOCK6 m ARHGAP31 Obinu
oOHapyxeHbl y ABYyX naumeHToB ¢ FEVR 1 Mmukpouedanuen.

m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A %% orey «HALI,I/IOHAﬂbeII/I MEOMLIMHCKUIA UCCNEOOBATENBCKAW LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN ’!ﬁ’§ FMA3HbIX BONE3HEN UMEHW MENbMIONbLIA» MMH3OPABA POCCUM
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[ eHeTn4ecKkne acnekTbl U naToreHe3 ceMenHou
aKccyaaTuBHOW BUTPEOpEeTUHONaTUN

[TaToreHe3s COBP go HacTosdwero BpeMeHn n3yydeH HegoCTaTouHO.

CumnTtaeTtcs, 4YTO KaK npu peTmHonaTum HedOHOLWEHHbIX, HEMOMNHasa BacKynspusauns cetyaTkm npuBoguT K
FMMNOKCUN N CTUMYNALUNKM HEOBacKynsipmnsauum n ondpoBackynsipHon nponundepauunm ¢ popMmMpoBaHNEM
BUTPEOPETUHASIbHON TPaKLMKU, CKIagoK U OTCIIONKM CETHYATKM.

Kpome TOro, petuHanbHble cocyabl npu COBP obnagatoT noBbILLEHHOW NPOHULAEMOCTBIO, YTO MOXET
COMNPOBOXOATbCA WHTPa- WU CcybpeTMHanbHOM 3Kccyaauuen, KPOBOUSMNUAHUSMUA U SKCCyOdaTUBHOW

OTCJTIONKOW ceTyaTKW.

I'Ipe/:monaraeTCﬂ TakXke, 4TO J3MNnpeTnHaribHOMYy MeM6paHOO6pa3OBaHI/II-O CI'IOCO6CTByeT atunnnyHoe
cTeknoBmnagHoe Teno.
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KINACCUOUKALIA

CEMEWVHOW

9KCCYOATVBHOW
 BUTPEOPETUHOMATUV
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SAPMALIEBTUYECKOIO OBPA30BAHNA MNH3OPABA POCCUN FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM
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Knaccmnopukauna ceMmenHon aKkccygaTUBHOM
BUTPEOPETUHONATUN

Crapnusa
1 ABackynsipHble 30HbI Ha nNepudepun ceTyaTkn N aHoMasnbHas UHTpPapeTUHanbHasi BacKyndpusawms
A bes akccynarta nnu nukegxa
b C akccyaaTom unm nuKegpxKem
2 ABackynsipHble 30Hbl Ha Nepudepun ceT4aTkm C SKCTpapeTUHanbHOW Backynsapusaumen
A bes akccynarta nnu nukegxa
B C aKccyoatom vUnun nnKeoxem
3 OTcrnonka ceTyaTtky ¢ Npunexatien Mmakyrom
A bes akccyparta unm nukegxa
B C aKccyoaTtom Unu fnKeopxem
4 OTcnonka cetyaTkm cybTOoTanbHas, BKoYas Makyny
A bes akccyparta unm nukegxa
B C aKccyoatom Unn fNKeopKem
5 ToTanbHaga oTcrnonka ceT4aTku
A OTKpbITas «BOPOHKa»
B 3akpblTasi «KBOPOHKa»

@
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KNMHUYECKUE
~ MNPOSABNEHMA U
- TEYEHME CEMEWVHOW
- OKCCYOATVBHOW
" . BUTPEOPETMHOMATUM
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FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM
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KnnHmnyeckune nposaBneHns n Te4eHmne ceMenHou
aKccyaaTuBHOWU BUTPEOpETUHONaTUN

LLInpokas BapnabenbHOCTb KNMMHUYECKUX MPOSIBIIEHN N TedeHUst 3aboneBaHust.

[1ByxcTOopOHHee nopaxeHue rmas —y 81 — 85% nayneHToB, cMMMeTpUYHoe rno ctagnam y — 33 — 43%.

KntoyeBon KnnHuyecknn cumntom — A3 Ha nepudepun cetyaTkm (HeobxoguMma TLlaTernbHas
odTarbMOCKOMNS C MUAPUA3oM, Y ManoOKOHTAKTHbIX AeTEN — B HAPKO3e).

[MpoTskeHHOCTb M wupuHa A3 3HauuMTeNbHO BapbupyloT. Kak npasuno, A3 Haunbonee LWMPOKME cC
BUCOYHOW CTOPOHLI, MPOTSXKEHHOCTb — OT OAQHOr0 KBagpaHTa 40 BCEW OKpYXHOCTK (360°).

TUNnyHbIe cocyancTblie aHOManun Ha rpaHuue c A3:

* pacluMpeHune, naTonornyeckasl U3BUTOCTb M/UNu LWETKooOpa3Hoe BETBMNEHME KOHLEBbLIX COCYAO0B,
»  TeneaHrnakTasuu,

= ayroobpasHble cocyabl napannensHo 3ybyaTton nuHuu,

" BEHO-BEHO3HbI€ LUYHTDI.
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KnnHn4yeckne npoaBrneHna n tedeHme ceMenHon aKkccygaTuBHOM
BUTpeopeTnHonaTtum

1 cTagua. ABackynsipHble 30Hbl (A3) Ha nepudepun ceTyaTkM U aHoMarnbHask WHTPapeTUHarnbHas
Backynsapusauma 6e3 (1A) unu c (1b) akccygaTtom nnm nukemkem.

C3BP 1A, ¢riroopecuyeHmHas
aHauozpamma (QArl). A3 Ha
nepughepuu, pacuwupeHue,
rnamorsoau4yeckasi U3eumocma,
Oyao06pa3sHbie cocyObl
naparsnensHo 3yb4amou fuHuu.

COBP 1 cmadus.
PacuwupeHue,
rnamoroau4yecKkasi
U38UMOCMb KOHUEBbIX
cocydos, A3 Ha nepughepuu
cemyamku.

COBP 15, @Arl. A, paHHs5 ¢hasa.
AHespu3amamuyeckoe pacuupeHue
U amurnuyHbIt Xo0 cocy0oe 8 MaKyrne
(Kopomkasi cmpersika),
wemkoobpasHoe eemerieHue,
merneaHau3Kma3suu KOHUEe8bIX
cocydoe (OriuUHHbIe CMPEsKU).

b, no30Hss asa.
JlukeOx Kpacumersi u3
aHomaribHbIX cocy0o8 8
Makyrie u Ha epaHuuye
AS.

M3 apxuea asmopos

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U u
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SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




KnnHnyeckmne nposaBrneHna n tTedeHne ceMenHou sKccyaaTuBHOM
BUTPEOpEeTUHONaTUN

2 ctapusa. ABackynsipHble 30HblI HA nepudepun ceTyaTku C IKCTpapeTuHarbHOW Backynapusaumen 6e3 (2A) nnu c
(2B) akccyoaToM unu NMKeOXeM.

MoMnmo nameHeHun Ha nepudpepun B 2/3 criyyaeB — nartonorna B obnacTtu sagHero nositoca rnasa:

" 9nupeTuHanbHaa membpaHa,

"  TpakuWoHHasa gedopmMauns Makyrbl,

® O4aroBble OTJIOXKEHUA TBEPOOro aKccyaarta.

6. TpakuyuoHHas

COBP 2A. A. mpakyuorHas  b- LLupokas memnopansHas A3. Ha epanuye — COBP 25. A. [lupokas dechopmauLs sadHezo
BeopmaLus 3a0HE20 pacuwupeHHble, Namoroauyecku useumsie, memroparnbHas A3. Ha epaHuue nomogg’ uus sacH
nontoca, 3NUpPemuUHanbHbI nemrne— u Oy2o006pa3Hbie coCcyOnbl, ) —ﬂamOﬂO&UWQCKUG cocyObl U '

DUBPO3. MUKpOaHespu3Mbl, 3rupemuHarsbHbIli ¢oubpos. Kejimoeamsbiu

cybpemuHarbHbIl aKkccydam.
U3 apxusa asmopos

yjﬂiﬁ% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM
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KnnHn4yeckne npoaBrneHnsa n tedeHme ceMemHon aKkccygaTuBHOM
BUTpeopeTuHonaTum

3 ctapgusa. OTcnonka cetyaTku ¢ npunexawen makynoun 6e3 (3A) nnu c (3b) akccyoatom nnm niMKegxKeM.

COBP 3A. A. TpakuyuoHHasi deghopmauusi 3a0He20 rosca ¢
8UCOYHbIM cO8U20M MaKyribl U cocydos [J3H.

b. C suco4yHol cmopoHbl Ha epaHuue A3 — namorioau4yeckue
cocyO0hbl, anupemuHarnbHbIl pubpos, nokanbHas mpakyuoHHas
omcJriolika cemyamku.

COBP 3b. A. C 8uco4HOU CMOPOHHI - COBP 3b.
paduarnbHasi ckriadka u omceriouka AkccydamusHasi
cemyamku KOHUeHMpPUYHO 3ybyamou omcriolika
JIUHU € cybpemuHarbHbIM cem4yamku ¢
. 9KccyOdamom. npunexaweu
f‘ b. TpakuyuoHHasi deghopmauyusi 3a0Heac MakyJsiou.

rornroca ¢ 8UCOYHbIM cO8U20M MaKy bl
u cocyoos [J3H, cknaOka cemyamku.

M3 apxuea asmopos
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KnnHn4yeckne npoaBneHna n tedeHme ceMemHon aKkccygaTuBHOM
BUTpeopeTuHonaTum

4 crapua. OTcronka ceTyaTku, BKItodada makyny 6es3 (4A) nnu ¢ (4b) akccygaTtom Uimn NiMKegKeM.

A \ COBP 4A. A. mpaKyuoHHasi
deghopmauusi 3a0Hez0 rosoca, arnu-
u cybpemuHarbHbil ¢hubpos ¢
omcJsiouKou cemyameku 8 Makyrie.

bE. C suco4yHol cmopoHbI Ha
epaHuue A3 — namorsioauyeckue
cocyObl U anupemuHarbHbIU
pubpoas.

C3BP 4A.
PaduanbHas
cKnadka cemyameku
8KI1ro4asi Makyiry.

COBP 4b6. A. CybpemuHarbHbIU
aKccyOam Ha repughepuu 8
Hapy>XHom omderie.

6. OkceydamuesHasi omceriolika
cemyamku 8 obriacmu 3a0Hez20
fosnoca.

C3BP 4b.
OKccyOamueHasi
omcriotika cem4yameku
8KrIro4Hasi MaKkyiry.

M3 apxuea asmopos
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KnnHn4yeckne npoaBrneHna n TedeHme ceMenHou aKkccygaTuBHOM
BUTpeopeTnHonaTum

5 ctagus. ToTanbHas OTCrorKa ceTyaTku: oTkpbiTad (5A) nnu 3akpoitas (5b) «BopoHKa.

COBP 5A. COBP 5b. TomarnbHas
TomarnbHas 3KccyOamuesHasi omcriouka
3KccydamueHasi cemyamku — 3aKpbimasi
omcriolka «BOPOHKa.

cemyamku,

npepemuHarbHble

KpOBOUIIMUSIHUSI.

C3BP 5A. C3BP 5b. Y3U, B-
TomarbHas ckaH. TomarnbHas
akccyéevimuGHaﬂ omcriolika cem4yamku
omcriolka — 3aKpbimasi
cemyamku, cmapbie «BOPOHKa.

rnpepemuHarbHble
KpOBOU3ITUSIHUSI.

M3 apxuea asmopos

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



KnnHnyeckmne nposasrneHna n tTedeHne ceMenHou sKccyaaTuBHOM
BUTPEOpETUHONaTUN

OTcyTCcTBME YETKOWM aHAaTOMUYECKOM U BPEMEHHOW CTAaAUMHOCTU TEYEHUS.
[1ByxcTOpoHHee nopaxeHue rmas —y 81 — 85% nauneHToB, cMMMeTpUYHoe no ctagnam —y 33 — 43%.

MNMayueHm M., 12 nem.
OD C3BP 1 cmadus —
A3 ¢ sucoyHol

| CIMOPOHHI.

OS C3BP 4b.

| OkccydamueHasi
omcriolika cem4yameku
8K/THO4asi MaKkyiry.

N3 apxuesa asmopos
[Mpn maHudectaumm B nepsBble 3 roga xm3Hm COBP, kak npaBuno, npotekaetr 6ornee Taxeno ¢ BGbICTPbIM
nporpeccupoBaHnemM 40 NO3OHUX CTagun.

EOVMHOrO MHEHMS O reHOTMN-(PeHOTUNNYECKUX Koppenaumax y naumeHtoB ¢ COBP HeT. MmeloTcs OgaHHble, 4TO Yy
naumeHtoB ¢ MyTaumsamm B reHax NDP, TSPAN12 wnn KIF11 vawe Habniogaetcs ABYCTOPOHHE, CUMMETPUYHOE
TshKernoe 3abonesaHuwe, a y nauueHToB ¢ MmyTtauusamm B reHax FZD4 wnn LRP5 — Gonbwas acummeTpusi mexay
rmasamu n bonee nerkoe TedeHne. OgHaKo cyLlecTByeT bonblag U3MEHUYMBOCTbL DEHOTMNA Y NALUMEHTOB C OQHOW U

TOW XXe MyTauuen, gaxe B npegenax ceMbMm.

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U y%% orey «HALI,I/IOHAJ'Ib!—lbII?I MEOVLUWHCKWA UCCNEQOBATESILCKUN LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN MASHbIX BONE3HEW MMEHW IEJIbMIOlNbLIA» MUH3OPABA POCCUNA



IMATHOCTWIKA

CEMEMHOW

OKCCYOATUBHOW
 BUTPEOPETUHOIMATNV

N

m MOPTAIN HEMNPEPLIBHOIO MEAMLIMHCKOI'O U gwjﬂ% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
SAPMALIEBTUHECKOIO OBPA30BAHNA MNH3OPABA POCCUN FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM




[lnarHocTuka ceMenHou aKccyaaTuBHOU
BUTPEOPETMHONATUN

1. XKanobbl. Kocornasue, HU3KOE/CHUXEHNE 3pEHNS, HUCTarm, MOryT OTCYyTCTBOBaTb.

2. AHamHes. PoxaeHne B CpPOK, Y HEOOHOLWEHHbIX AeTel — OTCYTCTBME TUMNUYHLIX ONS peTuHonaTtum
HEOOHOLLEHHbIX KIMMHUYECKOW KapTUHbI U CPOKOB pa3BUTUA U perpecca 3aboneBaHus.

OTcyTCcTBME YETKUX AaHHbIX O 3aborieBaHnn B ceMbe He UcKItovaeT anarHo3 COBP.

BO3MOXHbI: @) MMHMMarnbHbIE KIMHUYECKME NPOSBIIEHUs 3aborneBaHnsa — y3Kkaa aBackynspHada 30Ha 06e3
nponugepauum ©n  aKccygaumm; 0) HenonHad MNeHeTPaHTHOCTb  (MyTauus MPUCYTCTBYET, HO
He nposBnseTrca eHoTunnyeckn); B) 25-48% cnyvaeB — cnopaguyeckue, T.e. MyTauus B reHome
BO3HMKAET «de Novoy, a pOACTBEHHUKM NaLMeHTa CHMTaKTCH 300P0BbIMN.

3. OdTtanbmockonusa (y HEKOHTAKTHbIX OeTen B Hapko3e) — Hanunume A3 Ha nepudepum cetyaTkm B
oboux mnnm ogHoM rnasy c xapaktepHoiMu ansg COBP cocyaucTbiMm aHomanusiMm (paclumpeHue,
naTonornyeckasi U3BUTOCTb U/MNnN WETKOOOpa3Hoe BETBMNEHUE KOHLEBbLIX COCYAOB, TerieaHrmoaktasuu,
ayroobpasHble cocyabl napannenbHo 3yb4YaTon NIMHUKN, BEHO-BEHO3HbIE LUYHTLI) 6€3 Unn B COMETAHUU C
npepeTuHanbHbIMM MemMbpaHamMn W / unNnu KWHTPa- M cybpeTuHanbHbIM 9KCCyaaTOM, TPaKUMOHHOM
nedopmMaumnen 3agHero nostca, ckrnagkamu, TPakUMOHHOM U/Unu 3KCCyaaTUBHOW OTCITOMKOW ceTvaTKu
(boTOoperncTpaumsa ¢ NOMOLLLIO LUMPOKOoNonsHoM doyHayc-kamepbl nnn RetCam).

_ v‘m y . ”
m MOPTAN HEMNPEPBLIBHOMO MEAMLIMHCKOrO U gﬁ”‘”‘% OrBY «HALMOHANBHBIM MEOULMHCKUIN UCCNEQOBATENBLCKAN LIEHTP
OAPMALIEBTMYECKOIO OBEPA30BAHNSA MUH3OPABA POCCUM = MA3HbIX BONE3HEN UMEHW MENBMIOJbLIA» MUH3OPABA POCCUN




[lnarHocTuka ceMenHoW aKccyaaTUBHOW BUTPEOpETUHONMATUM

NHCTpymeHTanbHOe obcrnegoBaHue.

» @PnropecueHTHas aHruorpadgpus.

» AreHe3us nepuepnyecknx Kanunmspos.

» JlyroobpasHble cocyabl Ha nepudepumn.

» [laTtonornyeckas N3BUTOCTb COCYAOB.

»  AHOMarnbHas Backynspusaumsa nnm n3dbITOMHOE BETBNEHME COCYO0B Ha rpaHuue A3.
» TeneaHrnoaktasnm Ha nepudepuun n / nnin B makyne.

» Jlnkepx 3 naTonorn4eckMx cocyaoB CeTYaTKU U AUCKA 3pUTESIbHOro HepBa.
» 3agepkKa apTepuo-BeHO3HOro TpaH3uTa.

= XopuoupanbHasi Henepdy3usi.

» BeHO3HO-BEHO3HOE LUYHTUPOBaHMeE.

=  MaKyndapHbIn OTek.

Nukepx cdnyopecuenHa cBMaeTenbCTBYeT 00 akccyaaTuBHoM hase 3aboneBaHusa gaxe npu oTCYTCTBUU KINHUYECKN
SIBHOW 3KCCyAaLMK, YTO BaXKHO ANSA onpeaeneHns TakTUKn nedyeHums!

MOHWUTOPUHI N3MEHEHUN!

. \\‘M - ° ~
i m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A g% erey «HAUMOHANBbHbLIM MEOVNLUMHCKNU NCCIEQOBATENIbCKUN LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN ) " INA3HbLIX BONE3HEW UMEHW MENbMIONbLA» MUH3OPABA POCCUM



[lnarHocTtmnka ceMmenHou aKccygaTtMBHOW BUTPEOPETMHONATUN

NHCTpymeHTanbHOe obcrnegoBaHue.

OnTudyeckas korepeHTHast Tomorpadus (OKT) — nayyeHme MUKPOCTPYKTYpPbI 3aHEr0 OTpe3ka rnasa.
ButpeomakynsipHas / BUTpeonanunnspHas Tpakuus.

InMpeTrHanbHble MeMOpaHbl, MNNOTHOCTbL aare3uu.
OpraHunsauus 3agHero rmanouga.
NHTpa / cybpeTuHanbHbIN akccyaar.
CrnaxeHHOCTb ooBearibHOro KOHTypa.

| COBP 35, uHmpa- u
cybpemuHarbHbIl
3Kccydam.

cemdyamku.

CTPYKTYPHbIE N3MEHEHUS CINOEB CETHATKM.
KnctoBuaHbIn MakynapHbIA OTEK.

MakynapHbIn pa3pbiB.

o coBP 25,
cybpemuHaribHbIlU
3Kccydam.

&1 COBP 2A, OPM,
' MaKyInsipHbIl

COBP, 4A, sumpeopemuHaribHas mpakuus,
cKrnadka cemyameku.
U3 apxusa asmopos

y%% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U u
MASHbIX BONE3HEW MMEHW IEJIbMIOlNbLIA» MUH3OPABA POCCUNA

SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




[lnarHocTtmka ceMmenHou aKccygaTtMBHOW BUTPEOPETMHONATUN

NHCTpyMeHTanbHoe obcnegoBaHue.
OnTunyeckas korepeHTHas Tomorpadus ¢ aHrnorpadgpuen (OKTA) - oueHKka MUKpOLUMPKYNaUMKM 3agHero oTpeska rnasa.
YMeHbLUeHue / yBenndeHne gooBeosSiIIpHON aBacKynapHom 30Hb! (PA3).

CHWXeHne nnoTHOCTKU NoOBEPXHOCTHOIO U [ vinn FJ'Iy6OKOFO KannnJiapHbIX CMIETEHNN CETYATKMW, HEPaBHOMEPHOCTDb,
BbllpAMJiIEHUNE / natonorn4yeckasa n3BmUTOCTb, paclwmnpeHne n aHomalsibHoe aersieHne cocygoB. HeOBaCKyJ'IFlpl/I3aLI,I/IF|.

Choriocapillaris

| = Ao 5

COBP 3b. YmeHbweHue ®AS. COBP 3bE. YsenuyeHue ®A3. AHomarnbHoe

COBP 3b. B 30He akccydama ¢
lamonozuyeckas useumocms u AeneHne cocyoos cem4amku, 30Ha UBPO30M - HOBOOBPA308aHHbIE COCYObI.
pacwiupeHue cocydo8 cemyamku.  2Unonepgysuu 8 8epXHe-8UCOYHOM

KeaOpaHme.

M3 apxuea asmopos

gfw% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



OCNOYKHEHWS
CEMEMHOM

~ OKCCYOATMBHOM

_* BUTPEOPETWMHOMNATUV

ij% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPLIBHOIO MEAMLIMHCKOI'O U
SAPMALIEBTUHECKOIO OBPA30BAHNA MNH3OPABA POCCUN



OcnoXXHeHna ceMenHoWn 3KccyaaTUBHOU BUTPEOPETUHOMATUM

Habnwopatorca co 2 ctagun:
= remocpranbm — 8%;

= permatoreHHasi oTCronka ceTyaTkm —
1,2%:;

= MakynsipHbin paspblB — 1,2%;

"  MakynsapHbin otek — 0,6%; COBP. snupemuHarbHbie COBP, yacmuyHbIli 2eMopmarnsm.
KpPOBOUSUSIHUSI.
= KaTapakTa;
C3BP
yacmu4Hbil
" Kocornasmne. COBP, makynsipHbIU 2emMocbmarnsm

Y paspebis.

M3 apxuea asmopos

yjﬂiﬁ% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



ANOOEPEHLMATBHBIV
[INATHO3 CEMEMHOW
~ OKCCY[ATVBHOW

-~ BUTPEOPETMHOMATWY

m MOPTAIN HEMNPEPLIBHOIO MEAMLIMHCKOI'O U gwj&% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
SAPMALIEBTUHECKOIO OBPA30BAHNA MNH3OPABA POCCUN

FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM




[nddpepeHUnanbHbi gnarHo3 ceMenHoON aKkccyaaTuBHOU
BUTpeopeTuHonaTum

PetuHonatna HepoHoweHHbIX (PH). HeobxogmmocTb AnddepeHumnanbHoOro gvarHosa npemmMyLLecTBEHHO

npu pybuoson PH. B aHamHe3e — HEOQOHOLWIEHHOCTb, BO3MOXHa okcureHoTepanus. CeMenHbli aHamMHe3

oTcyTcTByeT. Cyb- nnn nHTpapeTuHanbHas akccygauma Habnogaetcs peaoko. Kak npaBuno, He HabniogaeTcs

NPOrpeccupyoLLNX COCYQNUCTbIX U 3KCCYOAATUBHbIX N3MEHEHNM.
f i PH 1 0y 2 | PH 3

" cmadus.

PH 5
cmadus.

PH 4
cmaous.

bone3nb KoaTtca. Kak npaBuno, OOHOCTOPOHHEE MOpaXeHue, 4auwe Yy ManedymkoB, B oTnndme ot COBP,
anupeTnHarnbHble MemMbpaHbl 1 TpakUuMOHHas Aedopmaunsa 3agHero obbI4HO He HabntogatoTes.

GonesHb Koamca, 2b. BonesHb Koamca, 3b. bonesHb Koamca, 4.

N3 apxuea asmopos

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

EonesHb Koamca, 2A. GonesHb Koamca, 2b.

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




[OndpdpepeHumnanbHbi gnarHo3 ceMeNHON aKkccyaaTUBHOMU
BUTPEOpPETUHOMATUM

Bone3Hb Hoppu — pegkoe X-cuenneHHoe peueccrmBHoe 3aboneBaHue, obycrnosneHHoe myTtauusimm B reHe NDP, B
oTnnune ot COBP xapakTepusylolleeca BblpaXXeHHbIM OW3reHe30M CEeTYaTKM W CRernoTon, a TakkKe 3agepikKKou
YMCTBEHHOIO pas3BuUTMA B 2/3 U NpOrpeccupyroLLlen HEMPOCEHCOPHOM TYroyxocTbto B 1/3 cny4yaes.

|El,ByCTOpOHHee, npemmvywleCtBeHHO CUMMETPUYHHOE MNMOopa>xXeHne.

Cepas unu cepo-xentas ncesgornnoma — gucnsactuyHasa cetyaTka C afieMeHTamu akccydaumm M aHoMasibHbIMU
cocyaMu, «rnoxoxasi Ha TbIkBY», cBdA3aHHas Tskom [MMICT ¢ 3agHen kancynom xpyctanuka. Ha nepudepun —
pasniMyHasga rno NPOTSXKEeHHOCTU aBacKyrsipHada ceTvartka, cybpeTuHanbHOe OTNoXeHne NUrMeHTa, cknaakm / oTcnonka
ceTyartku.

OS u OD pebeHka c 6onesHbto Hoppu. Ncesdoenuoma — bonesHb Hoppu. lNcesdoernuoma, cess3aHHasi msi>om
aucrinacmu4yHas cemyameka ¢ afieMeHmamu 3Kccyoayuu T CT ¢ 3a0Heu Karicyrnou xpycmaruka.
(Walsh M.K. et al., 2010).

M3 apxuea asmopos

gfw% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



[OnddepeHunanbHbIin gnarHo3 CeEMeNHON 3KccyaaTUBHOMU
BUTpeopeTuHonaTum

Bbone3Hb «HepepxaHuAa nurmeHTa» (aHrn. Incontinentia Pigmenti) — pegkoe (pacnpoctpaHeHHocTb 0,2 Ha 100000)
X-cuernrneHHoe JOMWHAHTHOE HacneacTBeHHoe 3aborieBaHne C NopaxeHUeM 3KToAepMaribHbIX CTPYKTYP BCneacTeue
NPOrpeccupyroLLien BacKyronaTuu, NPOABNSAIOLWLEECS XapaKTEPHbIMU U3MEHEHUAMWU KOXW, rras, 3yboB, BOMoc wu
LeHTpanbHOW HepBHOM cucTembl. 3abonesaHne obycroeneHo myTtaumen B reHe IKBKG (oH xe IKK-y nnn NEMO).
BcTpevaeTca NOYTM UCKNIOYUTESBHO Y XKEHLWUH (97%).

[MopaxeHne rna3 Hepegko acummeTpudHoe Yy 30%
naumMeHToB  (BO3MOXHO, 4acToTa  Bblle 3a  CYeT
HeaMarHOCTUPOBaHHbIX cny4vaes c MWUHUMaNbHMHN
KNMUHNYECKNMN MPOSIBIIEHUSIMN).

OKKNIO3na cocygoB ceTyaTku, Henepdysnpyemble 30HblI Ha
nepudpepun, N3BUTOCTb  Nepudepnyecknx  Cocydos,
apTepuoOBEHO3HbIE aHacToMOo3bl, anupeTuHanbHaga
HeoBackynsapusauma n dpubpoBackynspHas nponugepayms
Ha rpaHuue HenepdysnpyemMblx 30H, TpakUMOHHAA OTCrionKa
cetyatkn. Tsxkenoe TeyeHne — B 20% cnyvyaeB cC

lMNMayueHmka 1 2.6 mec., OD — mpakuyuoHHasi deghopmayusi
VNSMEHEHNAMMW TT1as. [13H co cknadkoli cemyamKu 8 8UCOYHYHO CIMOPOHY,
JIOKanbHasi omcsiotika cemyamku Ha epaHuue ¢ A3, OS —
3aKpbimasi B0POHKOObpa3Hass omcriolika cemyamku.

M3 apxuea aemopoe

yjﬂiﬁ% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



[ndpdpepeHumnanbHbi gMarHo3 ceMenHon akccyaaTuBHOMU
BUTPEOPETUHOMATUN

bonesHb «HegepxaHusi nurmeHTa». CuctemMHble nposiBrieHusa. B otnuume ot FEVR, y nauueHTOB
HabnogalTCcs CTaaunHbIE U3BMEHEHUS KOXU XapaKTepHOM Nnokanusaunu.

1 ctagua. BesunkynobynesHas — BblpaXXeHHas apuTtemMa C JIMHEWMHO PacroNnNOXEHHbIMU MNy3blpbKaMu,
Oynnamu 1 nyctynamu, Kak npaBuno, He 3aTparvBaloiMMn nuuo. HaunHaeTca npu poxgeHuu unm Ha
NPOTSXKEHUN 2 — 3 HEAENb XNU3HU 1 ONUTCA 40 Bo3pacTa 3 — 8 MecsLueEB.

2 ctagus. [mnepTpoduyeckasa nnn BeppykosHas. PasBnTtrve Ha nopa)keHHbIX y4acTKax runepkeparosa B
Buae obnsawek, bopogasvaTbiX U NUXEHOUAOHbLIX pa3pacTaHun. Bo3HMKaeT B nepsble Hedenu n Mecaubl
XU3HU, NPOOOSMKaEeTCH 40 BO3pacTa O4HOro roga, MoXeT OTCYyTCTBOBaATb.

GonesHb «HedepxxaHus
nuameHma». 2 cmaous.

bonesHb «Hedep)KaHusi
nuameHmax». 1 cmadus.

U3 OMKPbIMbIX UCMOYHUKO8

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

E MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U u
MASHbIX BONE3HEW MMEHW IEJIbMIOlNbLIA» MUH3OPABA POCCUNA

SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




[OnddepeHunanbHbIi gnarHo3 ceMenHON aKkccyaaTUBHOMU
BUTpeopeTuHonaTum

bones3Hb «HegepXXaHua nMrmeHTa».

3 ctagua. [unepnurmeHTaumm — nurmeHTB oTnnume ot FEVR, y naumMeHTOB HabniogatoTcs ctTaguinHble
N3MEHEHNS KOXU XapaKTepHOW riokanusauuun. NurmeHTauusa B Buae noroc unm 3aBUTKOB BAOOMb JIMHUN
brnawko, BO3HMKaeT Mexay MnepuogoM HOBOPOXAEHHOCTU W MNOAPOCTKOBbIM BO3PacTOM, MOYTU B
NOSI0OBMHE CrlydaeB Ha HEM3MEHEHHbIX y4acTKax Tena, 3atemMm bnegHeer.

4 ctagua. [vnonurmeHTauum (atpodudeckasi) — 30Hbl rTMNONUrMeHTaUMn B BUAE MOMNOC UM 3aBUTKOB
4yacTo ¢ atpodmen Koxn, HabnogaeTca y B3pOCHbIX.

bonesHb «HedepxxaHusi

bonesHb «HedepxxaHusi
nuameHmay. 4 cmadus.

nuamMeHma». 3 cmaous.

U3 omKpbIMbIX UCMOYHUKO8

yjﬂiﬁ%‘% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



[OnddepeHunanbHbIi gnarHo3 ceMenHON aKkccyaaTUBHOMU
BUTpeopeTuHonaTum

Bone3Hb «HeaepXaHuUs NUrmeHTa». CUCTEMHbIE NMPOSIBIEHMS.
YacTo anctpodudeckme naMeHeHns Hortem, MoXeT OblTb NOAHOITEBOW rMNepKkepaTtos.
Bonochbl BONHUCTbIE U XXECTKNe, HEPeaKo NMHEeNHast anoneuus.

AHomanun 3yboB npumepHo B 80% crniydaeB (nosgHee npopesblBaHue, r’MnogoHTUS/adoHTUA, MUKPOOOHTUS,
aHomManmsa gopmsbil).

OnuncaHbl aHoManun prﬂ,HOﬁ KINETKU (r|/|r|or|r|a3|/19|, OOHOCTOPOHHAA alJia3nd, JONOoJIHUTESIbHbIE COCKI/I).

bornesHb " bornesHb

«HeoepxxaHusi «Heoep)xaHUusl
| nuemeHmay. % nuameHman.
. VM3smeHeHus Hoemed. | | U3meHeHUs

.| eorioc u 3ybos.

N3meHeHnsa LeHTpanbHON HEPBHOW CUCTEMbI. 113 OMKpLIMBIX UCMOYHUKOS

Habntogatotca npumepHo B 30% cnyyaes, 90% cnydaeB OebloTupyeT B Bo3pacTe A0 2 NET, YacTo coyeTalTcd
C BbIpa@XXEHHbIMU N3MEHEHNAMM KOXN U rNas.

Cyooporu, anunencust, NLLEMUYECKUIA UHCYILT, MUKpouedanusa, aHuedanonaTtms, dHUedanoMmenur.

yjﬂiﬁ% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



[ndpdpepeHumnanbHbi gnarHo3 ceMenHon akccyaaTuBHOMU
BUTpeopeTuHonaTum

MNMepudepuyecknn / 3agHUN yBeUT — OTCYTCTBYIOT aBaCKynspHbI€ 30HbI!

OdTanbMOTOCOKapo3 — KaK NpaBuIio, 04HOCTOPOHHEE MOpaXKeHUe.

[Mepudepnyecknin yBeut — KOATCONOAOOHLIM 3KccyaaT M ObnuUTepupyowmn BackynuT HabniogatoTcs
penKko, MMeKTCs NPU3HaKM BoCcnaneHuda, HanpumMmep, MakyrnapHbIv OTeK, NanummuT.

ObnutepupyloWMn  BacKynUT —  Kak  MNpaBuno, [OBYCTOPOHHUW,  CUMMETPUYHBIN,  BLICTPO
NPOrpeccupyowLnm, MMerTCs NPU3HaKM BocnaneHus.

TokcokaposHbil yeeum. A. @ubpo3HbIU
MsK U mpakyuoHHasi ckriadka cemyamku
om [3H k nepucpepuyeckou epaHyrneme. b.
lNepugbepuyeckas epaHynema — yioKasibHasi
omcJriolka cem4yamku ¢ cybpemuHarsrbHbIM
aKccydamom, deghopmuposaHHbIMU
cocyOamu cemyamku U anupemuHarsibHbIM
pubpo3som.

MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN

ToKkcoKapOo3HbIl
yseum.
TpakuyuoHHas
ckradka cem4yamku
om [I3H k
nepughepuyeckou
epaHyrneme.

Ob6numepupyrowut sackynum. A gpomo, b
QAT 3adHeeo ronrca: MaKynspHbIU OMEK,
HeoesackKynapusayus A3H. B goomo, I" Al
nepugepuu arnaszHo2o OHa: OKKITH3Us
rnepughepu4eckux cocyoos.

U3 apxusa asmopos

= OrBY «HALMOHANBHBLIY MEOULMHCKNIA UCCINELOBATENBCKUA LIEHTP
= [TIA3HbIX BONE3HEN UMEHW MENIbMIONbLIA» MH3OPABA POCCUN



NEYEHWE CEMEVHOW
~ 3KCCYOATMBHOW
. BUTPEOPETMHOMNATWV

ij% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPLIBHOIO MEAMLIMHCKOI'O U
SAPMALIEBTUHECKOIO OBPA30BAHNA MNH3OPABA POCCUN



1. J1asepkoarynauunsa ceTyaTku

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

IMA3HbIX BONE3HEW MEHW FENbMIOSIbLA» MUH3LPABA POCCUM

"m MOPTAI HEMPEPBLIBHOMO MEAVLIMHCKOIO U
®APMALIEBTUYECKOIO OGPA30BAHNSA MVH3APABA POCCUM




INNaszepkoarynaumsa cetyaTku

B HacTosillee Bpemsi 3TMOTPONHaa Tepanusd COBP He paspabotaHa, a nedyeHne SBNSIETCS
CUMMNTOMAaTUYECKUM.

[MokasaHus K Jla3epKoarynaunum cetHaTku.

[MepBuyHOM — Hanuume A3 ceTyaTtky, akccygaumm / nukegpka unu HoeoobpasoBaHHbIX cocynoB (T.e. 1b- 4b
ctagna COBP).

ﬂ,OI'IOJ'IHVITGJ'IbHOI?I — COXpaHEHNE «aKTUBHbIX» aHOMallbHbIX COCYyOOB UM MNMoAaBIiieHNE HOBbIX MUNKPOAHEBPU3M U
HOBOO6pa3OBaHHbIX COCyaOB.

[MonHas (makcumarnbHO norHas) briokaga AS.
Koarynsaumnsa mukpoaHeBprnamMm U HOBOOOPa30BaHHLIX COCYOB.
OTrpaHuyeHmne 30H aKccyaarta v nokanbHOW OTCITOMKN CeTYaTKMU.

COBP 256, A. pbomo nocnie
Jniazepkoaeynauuu cemyameku.
b, B — yepes 3 mec. —
3arnycmeeaHue aHOMaJslbHbIX
cocydos, pe3opbuyus uHmpa- u
cybpemuHarnibHo20 3kccydama.

U3 apxusa asmopos

@ MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN

FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM




INNasepkoarynauusa cetyaTku

... ‘l

COBP 15, cmabunu3sayus nocne nasepkoazynsyuu COBP 2A, peepecc Hosoobpa3o8aHHbIX cocydos,
cmabunusayus rnocne fasepkoazynayuu cem4yamku.

C3BP 3b, cmabunu3sayusi nocre COBP 4b, peepecc akccydama U Ho8o0bpa3oeaHHbIX cocydos, rocrie nasepkKoazynsayuu

Jia3epKoaeyridayuu cem4yameku. cem4yameku.
U3 apxuea asmopos

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U gm% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM




INNasepkoarynauus cetyaTku

TyacingiHDifghi15 |- Ultra Gine Refinal Inisnsity 5 o e o

>
3.

COBP 2A. A — gpbomo nepucgpepuu, 3adHezo rontoca u OKT maKyrnbi nocne nosHou nasepkoazynayuu A3. 6. ®omo 3adHeeo
rnontoca u OKT maKyrnbl Yepe3 5 mecsiues — akccydam u omcriotika cemyamku 8 makyrne (COBP 45). B. OKT yepes 3 mecsiya
rnocrsie no8mopHoU fiazepkoazynayuu — pesopbyusi akccydama, rnpusieaaHue omcrolku cemyamku.

\\_0
e

COBP 3b. A. lpu obpaweHuu 8 HMUL| I'b. b. Yepes 16 mecsues
— HapacmaHue aKkccyOayuu, Hecmompsi 6riokady A3 u cocyoucmaix
marnbpopmayut (COBP 45b).

@ MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U gij% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

COBP 4b. A. Yepes mecsuy nocne nasepkoazynayuu. b. Hepes 3
200a riocrie nasepkoazynsayuu — ycuseHue anupemuHasbHou

npon :
pornugepayuu W3 apxuea aemopos

SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM




INNasepkoarynauums cetyaTku

O PEKTUBHOCTD flazepkoarynsaunm cetyaTkm npu pasnuyHeix ctagmax COBP.

63%
85%
100%
37%
15%
1 2A 3A

E [1porpeccupoBaHune ® Ctabunuaaums

2b 3b 4A

HecmoTpsi Ha npoBedeHHyo B nonHom obbeme JIK, BO3MOXHO pasBUTUE HOBbLIX COCYOUCTbIX
manbdopmaLmn, YTo 0bycnoBNEHO MHOXECTBEHHOCTbIO MaTOreHETUYECKNX MEXaHU3MOB 3KCccyaaumn U

nponudepauun npmn COBP.

dakTopamn 0Oonee Hu3kon adpdbekTMBHOCTM JIK aBRAIOTCA BbIpaXeHHas w/wunu nepcucTmpyrowas
cocyamcTasi akTUBHOCTb, MPOTSKEHHbIN CyOpeTUHanbHbIN 3KCcCyaaT U/Mnm BelpaXXeHHOEe BUTpearbHoe U
anNMpeTnHanbHoe MmembpaHoobpasoBaHue.

yjﬂiﬁ%‘% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



2. Xpyprumyeckoe ne4vyeHume

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

IMA3HbIX BONE3HEW MEHW FENbMIOSIbLA» MUH3LPABA POCCUM

"m MOPTAI HEMPEPBLIBHOMO MEAVLIMHCKOIO U
®APMALIEBTUYECKOIO OBPA30BAHWSA MUH3APABA POCCUM




XUpypruyeckoe riedeHne ceMenHon aKkccyaaTuBHOMU
BUTpeopeTnHonaTum

NMoka3saHusa K XMpypruieckomy neyYyeHuto:
" Bblpa)XXEHHbIE annpeTuHarnbHble MeMbpaHbl (OPM) ¢ Tpakumnen 3agHero nostoca rnasa,;

= pacnpocTpaHeHHasi oTcronka ceTyaTku (TpakuMOHHAas, TPaKUMOHHO-3KCCyaaTMBHas, PeoKo permatoreHHas — npu
hopMUpPOBaHNN BTOPUYHbBIX Pa3pbIBOB);

= pedpakTepHbin K Tepanuu (1 mecauy) remodTanbm.
Bbibop onepaunn — B COOTBETCTBUM C KINUHNYECKON KapTUHOMN.

B ©OonbwunHcTBE cnyvyaeB nNOKa3aHa MUWKPOMHBA3MBHAaA BUTPEKTOMUA 6es wnn c pa3/itiyHbiMKN  BUOaAMU

aHOooTamnoHaabl. [lpyM HanuMuun HesakoarynupoBaHHbIX A3 UK  HOBOOOpAa3oBaHHbIX COCYAOB CETYaTKU -
nasepkoarysiums o- UW/Unu MHTpaonepaLmoHHo.

[MokasaHua Kk onepaumn BbiaensaoTca co 2 ctagum COBP.

B gpomo, I OKT uepes 3 mecsiya rocrie onepayuu —

COBP 2A. A ¢pomo, 5 OKT - anupemuHarnbHasi MeMbpaHa & 9PM He onpedensemcs, ocmpoma spexus 0,8, LITC
obnacmu 3adHezo nosntoca, ocmpoma 3perusi 0,1, LITC 733 mMkm. 354 MKWm.

M3 apxuea asmopos

gfm% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U u
MASHbIX BONE3HEW MMEHW IEJIbMIOlNbLIA» MUH3OPABA POCCUNA

SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




XUpyprunyeckoe reyeHmne ceMenmHoum aKkccygaTtMBHOM
BUTPEeOopeTUHONaTUMN

——>

C3BP 36. [Jo onepayuu — OPM e ob6nacmu 3adHez0 [locnie onepauyuu. 3PM He onpedernisemcs, yMeHbWeHUe mpakyuu 8
riontoca, riokasibHas omesiotika cemyamku U akccydam obrniacmu 3adHe20 rorsrca U 8bicombsl omcsioliku cemyamku. Ocmpoma
Ha repucgbepudu. 3peHus 0,3 — 0,4 (He usameHursnacs).

R T T ey

COBP 3A. [Jo onepauyuu, makynspHbIl paspble duamempom

[ocne onepauyuu — 3akpbimue pa3pbiga, ocmpoma 3peHus 0,15.
2274 mkm, ocmpoma 3peHusi 0,3

N3 apxusa asmopos

M% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



XMpyprmuyeckoe nevyeHne ceMenHoun akccygaTMBHOM
BUTPEOPETMHONATUN

COBP 3b. A. lNocne onepayuu — yMeHbWeHUe mpakuyuu
cemyamku 8 3a0HeM roJIoce, 8bICOMBbI U rriowadu omcriotiku
cemyameku, ygsenu4eHue ocmpomal 3peHUsi co cdema nanbuyes ¢ 30
cm 0o 0,05.

b. Yepes 200 — paccacbigaHue cybpemuHarbHO20 3Kccydama,
ocmpoma 3peHus 0,03.

lMocre onepayuu — nukeudayusi mpakyuu, yMeHblWeHUe 8bICOMmkbI
cknadku cemyamku. Ocmpoma 3peHus 0,01.

COBP 4A. [Jo onepauuu. Ocmpomei 3peHus 0,02.

N3 apxuea asmopos

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U y%% orey <<HAL|,I/IOHAJ'II:>VI-|I:>II7I MEOVLMHCKNIA NCCNELOBATENBCKNA LIEHTP
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN MASHbIX BONE3HEW MMEHW IEJIbMIOlNbLIA» MUH3OPABA POCCUNA



Xupyprmuyeckoe nedyeHne ceMmenmHon akccyaaTtuBHOM
BUTPEOPETMHONATUN

Xupypruyeckoe reyeHue He NoKasaHo:

" MPU  HanMUuYMM «CyXOW» CKMagku cetyaTkm 06e3 3HaunTenbHoro membpaHoobpas3oBaHus B
CTEKINOBUOHOM Terne v 3nNUpPeTUHanbHO;

" [pu NoKanbHOM Nepndoepruyeckon TpakLUMOHHOM W/ SKCCYyOdaTMBHOM OTCITOMKE CETHATKM.

COBP 4A. «Cyxas» cknadka
cemyamku 6e3
3Ha4uUMerbHo20
MembpaHoobpa3oeaHus 8
CMeKnosudHoOM merie u
3nUpPEeMmMuUHaribHO.

COBP 3b. JlokarnbHasi
nepugepu4yeckasi
3KccydamueHo-
mpakyuoHHasi omcrioutka
| cemuamku,

W omepaHuyeHHas
niasepkoaezyrnsmamul.

M3 apxuea aemopoe

yjﬂiﬁ%‘% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN



Xupypruyeckoe neyeHme ceMmenHou akccygaTMBHOM
BUTpeopeTuHonaTum

AHaTtoMunyeckasa apdPeKTUBHOCTb XNUPYPrnMYECKOro neyveHns - NUMKBnaauns BUTPeoOpEeTNHASIbHOW Tpakumn
B LUEHTpanbLHOM OTaesie, ee YCTPpaHeHUEe WNU yMeHbLUeHMe Ha nepudepumn, YyacTU4HoOe UK MOosSiHoe
npureraHne cetT4yaTku.

120

100 %
100 87,5 %
80 73,3 %
60
40
20 100%
0
Cragua 2 Cragua 3 Cragusa 4 90%
80%
100% CDyH KUMOHAallbHblE€ pe3yJibTaTbl 0%
80% 80% o
80% ° ° 68,7% 60% mo
50% M cBeToOWYylLLleHne
60% s m<0,1
40% ’ =0,1-0,3
209 0 30%
20% ° 10% 10% 18,8% 12,5% w04
20%
0% o ] ]
10%
Crapusa 2 Cragusa 3 Cragus 4
0%
= [oBblWeHNe He namenmnoco B CHuxeHune Craama 2 Craaua3 Cragua 4

[0 nocne A0 nocne Ao nocne

®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

m MOPTAIN HEMNPEPBLIBHOIO MEAVMLIMHCKOI'O U u
MA3HbIX BONE3SHEN MMEHW MENbMIOJIbLIA» MMH3OPABA POCCUA

SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN




ANTOPUTM BEOEHUMA

~ NALUMEHTOB C CEMEVHOWU
~ OKCCYOATUBHOW )
. BUTPEOPETWHOMATUEWN

gfw% ®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP
FMA3HbIX BOJIE3HEV UMEHW MENbMIOfbLA» MUH3LPABA POCCUM

m MOPTAIN HEMNPEPLIBHOIO MEAMLIMHCKOI'O U
SAPMALIEBTUHECKOIO OBPA30BAHNA MNH3OPABA POCCUN




Anropntm BeaeHna naLneHToB ¢ CEMENHOU
aKccyaaTuBHOWU BUTPEOpEeTUHONaTUEN

Sl TakTnka ne4yeHus
C3BP
1 JIK A3 npu akTUBHbIX KOHLIEBbLIX cOcyadax
1. JIK A3 1 cocyaucTbix Mmansgopmaumm
— Bcerga
SAJE 2. [Mpun Hannunn SPM c Tpakumen
ceTyaTKu B UEHTparnbHOM oTaene —
MWKPOWHBAa3NBHasA BUTPEKTOMUS
1. JIK A3 n cocyanctbix manbgopmaLnm
— Bcerga
2. OrpaHnuuntensHasa JIK nokansHow
OTCITOVKW / 30HbI OTNOXXEHUS
cybpeTnHanbHOro aKkccygara

3. [pu Hannuum 3SPM c Tpakumen
CeTyaTKu B LIeHTparbHOM oTaerne —
MUKPOWHBAa3NBHasS BUTPEKTOMMUS

4. T[lpwn nporpeccnpoBaHnM OTCITONKN
CeTYaTKU - XMPYpPruyeckoe rneyeHve

m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A
SAPMALIEBTUHECKOIO OBPA30BAHVA MNH3OPABA POCCUN

HabnropneHue

- He pexe 1 pasa B 6 Mecdue B nepBble 3 roga XusHu, 3atem 1 pas B
roa

- Kaxgble 3 mecdua nocne JIK/onepauuu asaxabl - Npy OTCYTCTBUN
NporpeccupoBaHns — yBernninTb MHTEpBan 4o 6 Mec

- NPY NOSIBNIEHNN HOBbIX COCYAUCTbIX Manbgopmaunmn n/mnm
COXpPaHEHUN aKTUBHbIX COCYOOB — UX gononHutenbHasa J1K

- npu peungmee APM c Tpakumen —noBTOPHOE XMpPYypruyeckoe
nevyeHue
- kKaxgble 3 mecaua nocne JIK/onepauuu gaxabl - nNpu cTabunbHO
COCTOSIHUN — YBENUYNTL MHTEpPBan 40 6 MecC

- NPY NOSABNEHNN HOBbIX COCYAUCTbLIX Manbgopmaunn n/mnm
COXPaHEHNN aKTUBHbIX COCYAOB —MX AononHuTtenobHas J1K
- NP NPOrPECCUPOBAHNM OTCIIOMKN CeTHaTKN - XUPYpPruyeckoe
nevyeHue

il . . -
gb\; erey «HAUMOHANBbHbLIM MEOVNLUMHCKNU NCCIEQOBATENIbCKUN LIEHTP
S TNIA3HbIX BONIE3SHEN MMEHW MENbMIONbLA» MUH3OPABA POCCUI




Anroputm BeaeHna naumeHToB ¢ CEMeNHOMU
aKccyaaTuBHOW BUTPEOpEeTUHONaTUen

ng‘g:ﬂ TakTuka nevyeHus HabnropgeHue
1. JIK A3 n cocygucThbix - kaxgble 3 mecaua nocne JIK/onepauuu aBaxabl - Npu OTCYTCTBUM
Manbdopmaunn — Bceraa NporpeccupoBaHna — yBENUYUTb MHTEpPBan 4o 6 mec
2. [lpw NpOTsHKEHHOW OTCronKe - NPW HaNMyun cKknagku cetyaTkn 6e3 NpM3HakoB COCYOAMCTOM aKTUBHOCTU U
4A/4B ceTyaTKu — Xupyprmyeckoe MacCUBHOW BUTpeopeTuHanbHon nponudepaumm — 1 pas B 6 mec
neyeHwue - NPU NOSIBEHUM HOBbIX COCYANCTbIX ManbdopMauunm U/nnm coxpaHeHNM akTUBHbIX
cocynos — nx gonosnHutenbHas JIK
- NpWU NporpeccmpoBaHumn / peumanee OTCITOMKN CETYaTKN — XUPYPru4ecKoe fiedeHmne
PelwieHne Bonpoca o xmpyprudeckom | HabnogeHue He pexe 1 pasa B 6 mecdues
neYyeHnn nHanBuayasnbHo, 3aBUCUT
OT KITMHUYECKOW KapTUHbI
5A (yuuTbIBaOTCA 4ABHOCTb U
KOHJoUrypaumsa oTCrnorku ceTyaTku, a
Takke ctagus 3abonesaHnsa napHOro
rnasa)
[Mpn pasBUTUN MPNOOKOPHEANBHOMO
5b KOHTaKTa — JIEHCBUTPIKTOMUS C
OpraHOCOXpaHHOW LENbIO

m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN

®rBY «HALUMOHATBHbLIVM MEANLMHCKNA NCCNEOOBATENLCKUWM LIEHTP
FMA3HbIX BONE3HEN UMEHW MENbMIONbLIA» MMH3OPABA POCCUM




®reyY «HALUVMOHANBHLIV MEOVLUMHCKUA MCCNEQOBATENILCKUN LIEHTP

IMA3HbIX BONE3HEW MEHW FENbMIOSIbLA» MUH3LPABA POCCUM

"m MOPTAI HEMPEPBIBHOMO MEAVLIMHCKOIO U
®APMALIEBTUYECKOIO OBPA30BAHWSA MUH3APABA POCCUM




3aknodyeHune

COBP - pegkoe HaclregcrBeHHoe norteHuunasibHO UHBalnmngun3npyroLliee 3aboneBaHue, 06yCJ'IOBJ'IeHHOG
dHOMaJ1lbHbIM aHIT'MOTreHe30M CETHATKMN.

B cBs13n ¢ nonMMopdurU3MoM KIMMHUYECKUX NMPosiBNEeHnn n BapmnabdenbHocTbio TedeHna COBP npogomkaer
OCTaBaTbCH CEPbE3HON ANarHOCTUYECKON 1 ne4ebHon npobrnemon.

[ns paHHero BbisiBneHnss COBP Heobxogumo komnnekcHoe odbTtanbmoriorndyeckoe obcrnegoBaHue B
OVKPETUPOBAHHbIE CPOKN C WUCMOSMb30BaHMEM [ONArHOCTUYECKUX KpUTEPUEB U MNpPU HEOoBXoaAUMOCTU
nposegeHnemM gndpdepeHumnanbHoOM AUarHoCTUKM C APYron BUTPeopeTUHanLHOW NaTtonornen.

JIK aBackyndapHbIX 30H 1 COCYAUCTbIX ManbopmMauun cetyaTkm — aPdPekTUBHLIN MeTo, NPOodUIaKTUKN
AanbHeuwero nporpeccupoBanHna COBP 1b — 3A ctagun.

[TokaszaHMa K Xupyprmiyeckomy nedeHuto HabnogatTca co 2 cragum COBP, a ero ag@ekTnBHOCTb
KoppenupyeT co ctagmen 3abonesaHus.

MaumeHTol ¢ COBP HyxpatoTcs B perynsipHoM AMHaAMUYECKOM HabnogeHun AOnst CBOEBPEMEHHOrO
BbISIBNEHUS NOKa3aHW K nasepkoarynsaunum ceTyaTkm Unmn XMpypruyeckoMy BMeLLaTenbCTBY.

[MepcnekTnBHON ABNSAETCA pa3paboTka 3TUOTPONHOM Tepannuu 3aboneBaHus.

il . . -
g% ®reyY «HALUMOHAIBHbBIVN MEOVLIMHCKW MCCNEOOBATESIBCKNAW LIEHTP
= TA3HbIX BONE3HEV MMEHW TENbMIOfIbLA» MAH3LOPABA POCCUN

‘ m MNOPTAIN HEMPEPLIBHOIO MEONLIMHCKOIO A
SAPMALIEBTUYECKOIO OBPA30BAHVNA MNH3OPABA POCCUN
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