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MeToauKA OLIEHKH CHJIBI peKOMeHIlaIII/Iﬁ N YPOBHSA MX NMpPEACKA3aTCJIbHOCTH,
HUCMOJb30BAHHAA MMPU COCTABJICHUU JAHHBIX KIIMHUYCCKHUX peKOMeHIlaIII/II\/’Ii.

ITo cuite pekoOMeHIAIMH TOIPA3IEIAIOTCS Ha TPU KaTEropruu B yOBIBAIOIIEM HOPSIIKE: YPOBEHbD |
(9KCTIepTHI PEKOMEHIYIOT); YPOBEHB 2 (IKCIIEPTHI MPeJUIararoT); «HeaAu(GepeHInpOBaHHbII
ypoBeHb» (Tabi. 1). Cuia npeacka3aTeabHOCTH PEKOMEHIAIUi 1moipa3ieeHa Ha 4 ypoBHS

(Tabm. 2).

Tabnunal. OneHka CUIIbl peKOMEH AN

YpoBenb

Ypogsens 1
«IKCHepThl
PEKOMEHAYI0T»

Yposensb 2
«IKCHepThl
10JIAralT»

«Hert
rpajanum»
(HI)

Co cTopoHnbI
NAlHEeHTOB

[TopaBnsroee
OOJBIIUHCTBO
MAIUEHTOB,
OKa3aBIIUXCS B
1oJ00HOM CUTYyaluH,
MPEOYTIH ObI
CJIEIOBAThH
PEKOMEH Ty EeMBbIM
MyTEM M JIMIIb
HeOOoJIbINAas YacTh U3
HUX OTBEPIJIM OBI 3TOT
nyTh

Bbonpiras gacThb
[MaIEeHTOB,
OKa3aBIIHNXCS B
Mo1I00HOM cUTyaIuu,
BBICKA3aJIMCh OBI 3a TO,
YTOOEI CII€I0BATh
PEKOMEHTyEeMBbIM
MyTeM, OJTHAKO
3HAYNUTEILHAS YaCTh
oTBeprIiIa Obl 3TOT MyTh

Ouenka pekoMeHIANMI

Co cTopons! Bpaua

[TopgaBnsromemy
OOJIBLITMHCTBY CBOMX
MaIMeHTOB Bpay Oyaer
PEKOMEHI0BaTh CJIeI0BATh
MMEHHO 3TUM IIyTeM

JI1st pa3HBIX IALUEHTOB
CIIeyeT MoI0NpaTh
pas3uYHbIC BAPHAHTHI
PEKOMEHIalN,
MOJIXOASAIIIE UMEHHO HM.
Kaxxnomy nauuenry
HE00X0/1MMa MOMOIIb B
BbIOOpE U MIPUHATHH
pelieHus, KoTopoe OyaeT
COOTBETCTBOBATh
LEHHOCTSM U
NPEANOYTEHUSAM JTAHHOTO
narueHTa

JanbHeiiee
HalnpasBJIeHUe
HCI0JIb30BAHUA

Pexomenmanmsa MoXeT
OBITH IIPUHSATA B
KauecTBE CTaHAapTa
JeficTBUS
MCIULIMHCKOTO
repcoHalia B
OOJIBIIINHCTBE
KIIMHUYECKUX CUTyalun

Pexomenpanumu,
BEPOSITHO, TOTPEOYIOT
00CYKIEHUS C
y4acTUeM BCeX
3aMHTEPECOBAaHHBIX
CTOPOH JIO MIPUHSTHS UX
B KQ4eCTBE
KJIMHUYECKOTO
CTaHJapTa

JIaHHBIN YPOBEHBb IIPUMEHSETCA B TE€X CIIy4asiX, KOrJa B OCHOBY
PEKOMEHJalluK YKJIAJbIBACTCS 3PaBbli CMBICII UCCIIEN0BATEIA-IKCIIEPTa NN
TOrAa, Koraa odcyskaaeMast TeMa He JJOIyCKaeT aIeKBaTHOTO IPUMEHEHHS
CUCTEMBI JI0KA3aTEeNbCTB, UCIIOJIb3YEMBIX B KIIMHUYECKOU ITPAKTHKE.



Tabnuua 2 [IpeagukTopHbIe YpOBHH PEKOMEHAAUI

YpoBeHb

A

B

C

D

XapakTepucTHKA YPOBHSHA
NpeacKa3’aTeJJbHOCTH

Bricokuit

Cpenunuit

Huskuit

OueHp HU3KUI

3HaueHue/oNMUcaHue

DKcnepThl a0COIIOTHO YBEPEHBI B TOM, YTO TPU
BBHITIOJTHEHUH JJAHHOW PEKOMEHIalluH, HaOII01aeMbIi
3¢ (}HeKT MoYTH MOTHOCTHIO COBIMAIET C 0’KUIACMBIM.

3KCHepTLI OXKUJAK0T, YTO IIPH BBIITIOJIHCHHUN IIaHHOI\/JI
pexomMeHaanuu, HabmogaemMbiid 3G GEeKT CKkopee BCero
OyZeT OHM30K K OKUAAEMOMY, OJIHAKO HE UCKITFOYAeTCs
BO3MOKHOCTb TOT0, YTO OH OyJI€T CYIIECTBEHHO
OTJIMYAaThCA OT HETO.

[Tpencka3zpiBaeMblii 3HEKT MOXKET CYIIECTBEHHO
OTJIMYAThCS OT PEATBHOTO.

[Tpenckazanue > dexra kpaiiHe HEHAIeKHO U OUCHb
4yacTo OyJeT OTIMYATHCS OT PEaIbHOTO.



Pa3nen 1.BBenenue, reHeTHKa, SNIHAEeMHOJIOT s, IATOreHe3

Pexomenoayusn 1.1. Cundpom Anvnopma (CA, cunonum: HacieocmeeHHwlil Hepum) —
HEeUMMYHHAS! 2eHeMmU4ecKU O0emepMUHUPOBAHHAs 2/IOMePYIONamus, 00YCI06eHHAs Mymayuet
2eH08, KOOUPYIOWUX KOJIA2eH 4 muna 6a3anbHulX MeMOpaH, NPoAGIAIWaAAca 2emamypuet u/umu
npomeurypuet, npocpeccupyroumum CHUICeHUeM NOYEUHbIX PYHKYUL, HEPEeOKO COYemalowasics ¢
namoaozuetl cayxa u 3penus (HI).

ITpu CA Tak xe peaxo HaOIr0AaeTCs JISHOMHUOMATO3 U U3MEHEHHBIE TPOMOOLIUTHI.
Komnaren IV Tuma cocTouT M3 reTepoTpUMEpOB, COCTABICHHBIX M3 KOMOMHaUUK 6-Tu anbda
Lenen:
o anbda 3,4 u S uenu B rIIOMepyJIpHBIX 0azanbHbIX MeMOpanax (I'BM);
o ambda 1 u 5 uenu B 6azanbHOM MemOpane (bM) karncynbsl boymena u aucranbHON
TyOynsipHoit BM.

I'ensr COL4A1 u COL4A2 pacnonoxens! Ha 13 xpomocome, COL4A3 u COL4A4 — Ha
2 xpomocome, COL4AS5 u COL4A6 — Ha X xpoMocome

Pexomenoauun 1.2. Cunopom Anvnopma — 3mMuoniocudecKu 2emepoeHHoe HACAe0CMEEeHHOe
3ab01e8aHue MOHO2EHHOU Npupoosvl. llpuyuna 3aboneeanuss nexcum 6 Mymayuu 00HO20 U3
eernog: COL4A5, COL4A4, COL4A3. Ilpu knaccuyeckom sapuarnme CA mymayus npoucxooum
cene COL4AS5, pacnonoscenHom Ha OaunHOM niede X-xpomocomsl (Xq22.2), xomopulii
kooupyem aS-yenv koanacena IV muna (HI'). Aymocommo-peyeccusnas ¢hopma cunopoma
Anvnopma obycnosnena mymayueu 2enos COL4A3 u COL4A4, pacnonodicennvix Ha Xpomocome
2 u KOOupyrowux coomeemcmeeHHo a3- u a4-yenu KoliazeHa 3moeo mund. AymocomHo-
domunanmuas popma CA cyennena c eernvim ioxycom COL4A3-COL4A4.

Yacrora CA B nonyssiuuu cocrasiseT 1:5000. On ciayxut npuunHoil 1% Bcex citydaes
xpoHuyeckor mnoveunor HenoctatouHoctd (XIIH) B Espome. B 2,3% cinydaeB mnodeuHas
TpaHcIulanTanus nposoaurcs 6ombHBIM ¢ CA. CA onmcaH y mpejncTaBUTeNe Bcex pac Ha BCex
KoHTHHEeHTax. Berpewaercs CA oueBUAHO Yalle, 4eM O HEM COOOIIAeTCs, B CBA3U C PA3TUYHOM
NIEHETPAHTHOCTBIO M AKCIPECCUBHOCTHIO T'€HA, MyTallUsl KOTOPOro ero odyciasnuBaer. Yacrora
paznuuHbix BapuaHToB CA  (ayTOCOMHO-JOMHUHAaHTHOTO M  ayTOCOMHO-PELECCUBHOIO)
HEOJIMHAKOBAa B pa3auyHbIX nomyssuusx. [lo sanuaemuonornyeckum JaHHbsIM B Poccun yactora
CA cpean perckoit mnonmynsuuu coctaBisiia  17:100000 nacenenus. Ilpu giurensHoOM
Habro1eHny 3a wieHaMu ceMbH ¢ CA OBIJIO OTMEYEHO, YTO Y JKEHIIMH MOXHIIOTO BO3pacTa, Kak
U y TIpeICTaBUTENIeH My>KCKOT'O 110JIa, OTMEYAETCS CHIKEHUE (DYHKITUH MTOYEK.

Pexomenoauyusa 1.3. ['enemuueckas OuacHOCMUKA BAJICHA, MAK KAK OM XApakmepa u mund
Mymayuu  3a8ucum KIUHUYecKue MNpPOsiGIeHUs 3a001e6anus, CKOPOCHb NpOcPeccupo8ans
3abonesanusi U 80O3pACM  (OPMUPOBAHUSL  MEPMUHANLHOU — XPOHUHECKOU  NOYeYHOU
Heoocmamoyunocmu (XIIH) (1A4).

Knaccugukanus CA B HacTosIIee BpeMsi IPOBOIUTCS MO THITY HACJIEIOBAHUS:
* X-cClemIeHHbI JOMUHAHTHBIN (KJIACCUYECKHI);
®*  ayTOCOMHO-PELIECCUBHBIIA;
®*  ayTOCOMHO-JIOMHHAHTHBIN.

Okono 80% B MOMYJSIIMM COCTABISIOT MALMUEHTHl C X-CUEIJICHHBIM JOMHUHAHTHBIM
BapuaHToM CA, okono 15% — c ayrocomHo-peneccuBHbIM CA u 0koji0 5% — ¢ ayTOCOMHO-
noMuHaHTHBEIM CA.

[Tpu mytammmu COL4AS5 BeiaenstorT Oojee TsSKelble BapUAHTBI: JCNEIUN, HOHCEHC WIIH
CIUTACHHT MYyTaIlH U OoJiee JIETKUI BapUaHT — MUCCEHC MYyTaIusl.



VY nun Mykckoro noja ¢ X-CHEIUICHHBIM JOMUHAHTHBIM BapuaHToM CA 3a0osneBaHue
uMeeT Inporpeccupymomee teuenue: repmuHanbias XIIH paszsuBaercs y 50% B Bo3pacte 1o 25
net, y 90% — B Bo3pacte 10 40 sner u noutu y 100% B Bo3pacte no 60 ner. [lpu neneuuu mninm
HOHceHc-MyTauun COL4A45 puck passutua tepmuHanbHod XIIH B Bo3pacte mo 30 et
cocraBiseT 90%, npu crnaiicudr mytanuu — 70%, a npu Mmuccenc myranuu — 50%. BaxHocTh
ONpENICJICHUs] THUIA MYTAllMM OOOCHOBBIBACTCS BBIPAKEHHOW (DEHOTUI-TeHOTHUIIMYECKON
KOPpEJSLMEN, YTO BaKHO JUIsl IPOTrHO3MPOBAHUS CPOKOB OKA3aHUs IOMOIIM (3aMECTUTENbHAs
Tepamus) 3TUM ManueHTaM. B OOJbIIMHCTBE cilyyaeB CpPOKU pa3BuUTHA TepMmuHaibHON XIIH y
MaJIbUMUKOB C X-CLEIJIEHHBIM JIOMUHAHTHBIM BapuaHTOM CA CXO0XH € IpYyIrMMH WIEHAMU CEMbU
MY2KCKOI'O II0JIa, YTO IIO3BOJISICT IIPOTHO3UPOBATh BpEeMsl HACTyIUleHHMs TepMuHanbHOM XIIH
naxke 0e3 onpezeNneHust TeHOTUIA. Y KEHIIUH ¢ X-CIeIJICHHbIM JOMUHAHTHBIM BapuantoM CA
TaKOM B3aMMOCBS3M HACTYIUICHUsS CpOKOB TepMmuHaibHON XIIH He Habmromaercs, BEpOsSTHO, U3-
3a X-uHakTHBalMU. Pemenue Bompoca 00 akTHUBHOM TEpanmuu y XKEHIIUMH C X-CIETJICHHBIM
JOMUHAHTHBIM BapuaHTOM CA 3aBUCHT OT ()aKTOPOB pPHCKa MPOrPECCUPOBAHUS: MPOTEUHYPHS,
MakporeMaTypusi 1 HEMpOCEHCOpPHasl TyTOyXOCTb.

AytocomHo-perieccuBHbli CA cBsizan ¢ myrtamueir B oboux amensx COL4A3 wim
COL4A4. I'enodeHOTUIINYECKHE KOPPENSLUH HE TaK BBIPAKEHBI, HO XapaKTEpHO DPa3BUTHE
tepmunanbHoil XITH k 30-neTneMy Bo3pacTy.

AyrtocomHo-gomuHaHTHeIi CA cBsizan ¢ wmyrauuedn B COL4A3 wmum COL4A4 u
IIPOrpeccUupyeT MEAJIEHHO U MaJIo MOKa3aHUM JUIsl Hayasla TEparuy B JETCKOM BO3pacTe.

Pazgen 2. Kinanueckas IMarHocTUKA

Pexomenoauusn 2.1. /[na ouacnocmuxu CA HeobXo0umo npucymcmeue mpex u3 nsamu
NPU3HAKOB. 2emamypus uiu JemaivHvid ucxoo om XIIH 6 cemve;, ecemamypus u/uiu
npomeuHypus 8 cemve, cneyughuueckue uzmenenus bM kny6oukos y 60161020 npu 91eKmMpOHHOU
mukpockonuu  (OM) buonmama; CcHudceHue Ccayxa NO  OAHHLIM — AYOUOMEMPUYECKO20
UCCe008aHUs,  8DOJNCOCHHAS  NAMOA02Us  3peHus. Omu  Kpumepuu  000CHO8bI8AION
HeooX00UMOCmb MuamenbHo20 coopa OAHHLIX O HATUYUU OOHOMUNHOU KIUHUYECKOU KAPMUHbL
u JaemanbHulX uUcxo0008 om XIIH y KpoGHbIX pOOCMBEHHUKO8, NpOBedeHue dJeKMpPOHHO-
MUKPOCKONUYECKO20 UCCIe008AHUS Hehpobuonmamos, muwamenvHoe 00ciedo8anue npooanoa u
POOCMBEHHUKO8 01 UCKTIOYEHUs HEeUPOCEHCOPHOU MY20YXOCmU U NAMOoa02Uul 3penus (Haubonee
xapakmepro Hanudue senmuxonyca) (HI').

VY Bcex OONBHBIX MMEETCS OECCUMITOMHAs MHUKPOTEMaTypus; Y JI€BOYEK U MaJICHbKHX
MaJbUMKOB OHA MOXXET BO3HUKATh nepuoauudecku. IIpumepno B 50% ciyuaeB uepe3 1-2 nus
1ocje PpEecnupaTopHO MH(MEKUWH TOSABISETCS Makporemarypusi. Y MajbUUKOB 4YacTo
Ha0JI01aeTCs IPOTEHHYPUs, HO y AEBOYEK OHA MOXKET OBbITh craboil, mpexoasieil win BooOore
oTcyTcTBOBaTh. KO BTOpOMY JECATUIETUIO JKU3HU MPOTEHHYpPUS OOBIYHO MPOTPECCUPYET,
NPEUMYIIECTBEHHO Yy JIML MY’)KCKOTO TII0JIa, HEpeaKko mpeBblmaeT | 1/24u U  Moxer
COIIPOBOXKAATHCS HEPPOTUIECKUM CHHIIPOMOM.

K BHenoueunsiM mnposiBieHUAM CA OTHOCATCS TYroyxOCTb M HapylICHHs 3pEHMS.
JIByCTOpOHHSSI HEMPOCEHCOpPHAs INIyX0Ta, KOTOpas HUKOI/AA HE IMPOSIBISIETCS B PAHHUE CPOKU
nocie poxjaeHus, ormedaercss y 90% reMM3suroTHsIX Majb4MKOB € X-CLEIIEHHBIM CHHAPOMOM
Anbniopta, y 10% rerepo3urotnsix aeBouyek ¢ X-cuemieHHbIM CA u y 67% OOJBHBIX C
ayTOCOMHO-PELIECCUBHBIM CUHAPOMOM. BHawasie Hapymaercs BOCHpPUATHE 3BYKOB BBICOKOM
YaCcTOTbI, HO MOCTENIEHHO OOJbHbIE MEPECTAIOT CIBIATh OOBIYHYIO Pa3rOBOPHYIO peyb, U UM
IIPUXOJUTCS MOJIb30BATHCS CIIYXOBBIM amnmnaparoM. I'nazHele HapyieHust BoiBisitorces y 30-40%
6onbHBIX ¢ X-cuemieHHbIM CA U BKIIIOYAIOT MEPEJHHUN JEHTUKOHYC (CMEIIeHNEe IeHTPaTbHOU
YacTU XpyCTaJluKa B MEPEIHIO KaMmepy TIJa3a), KpPalmuHKA Ha JKEITOM IISITHE U 3PO3HUH
poroBuiisl. B penkux ciydasx HaOdromaeTcst JeHOMHMOMATo3 MHUIIEBOAA, Tpaxew, OPOHXOB H
KEHCKHX HapY’KHBIX MOJIOBBIX OPTaHOB, a TaK)XXE€ W3MEHEHHE TPOMOOUMTOB. JletioMuomamosom



Ha3bIBAETCS MMATOJOTHUECKUH MPOLIECC, XapaKTePUCTUKAMU KOTOPOTO SBISIOTCS Mpoudeparys
IJIQJIKMX BOJOKOH MBIIII, B TKAHAX U OpraHax, KOTOpbIE COIEpKaT B HOPME IJIaJIKOMBIIICYHYIO
TKaHb.

Pexomenoauun 2.2. IIpu aymocommno-peyeccusnvix ¢popmax CA, a mak e 8 yacmu
cnyuaes aymocoMHO-OOMUHAHMHBIX, 8 MOM uucie u npu X-cyenieHuvix gopmax 3aoonesanus,
9MUX NPUBHAKOE HEOOCMAMOYHO U HeoOX0OUMO NpogedeHue MONEKYIAPHO-2eHEMUYECKO20
uccneoosanus (HI).

Pexomenoauusn 2.3. DieKmMpOHHO-MUKPOCKONUYECKUMU KPUMEPUAMU OUACHOCHUKU
aensaomes: ucmonuenue bM, ocobenno ee cpeoueii naacmunku lamina densa, oonospemenno
Habnooaemcs pacwennenue BM u nosenenue ee cnoucmocmu. Ilpu DM 6uonmama nouxu
oonospemenno ¢ mouxkumu I'BM eviasnaiomes ymoawennvlie I’ BM ¢ yuacmkamu npoceemienus,
HanomuHarowue nuyenunvie comvl. M mepsiom ceoio cmpykmypy, 6Hympu HUX NOAGIAIOMCA
CKONJIeHUsL MOHKOSPAHYIAPHO20 eeujecmaa. 1lo mepe oanvueliue2o npoepeccupodanus 6one3Hu
npoucxooum msicenas oecmpykyusi ' BM ¢ ee oanvretiwum ymoawenuem u oucmpogueti (HI').

B HOpMEe MOHOKIIOHaNBHBIE aHTUTENA K anbda3-nenu kowiarena [V tuna (MAB3) u
MOHOKJIOHAJIbHBIE aHTUTeNa K aibdaS-nenu kosiarena IV tuma (MABS) okpamumBaioT BCiO
TOJIIIMHY KIyOO4YKOBOH Oa3anbHOM MeMOpaHbl, a Takke 0a3aJbHYI0 MeMOpaHy IUCTAJIbHBIX
kaHanbleB. B cempsax ¢ X-cuemnennsiM CA oxpammuanue Ha MAB3 u MABS orcyrcTByeT y
MY>KYMH U HOCUT HPEPHIBUCTHIM XapakTep y KEHIIMH. TaKyto KapTUHY MOKHO Habmoaate y 60-
70% cemeit. Y 60NbHBIX IpU ayTOCOMHO-perieccuBHOM THre CA oxpammBanue Ha MABS BuaHO
Ha Oa3zanmpHOM MemOpane BoymMeHOBOW KarlCyibl W COOMpATENbHBIX HPOTOKOB, TOTJa Kak
okpamnBanue Ha MAB3 otpunarensHoe.

OxpammBanne MAB3 B HOpMe B KOXK€ HE BBIABIAETCS, TOrna, kak MABS okpammnBarot
SMHJEPMAIbHYI0 0a3ajbHyl0 MeMOpaHy. DTO OKpallMBaHUE OOBIYHO OTCYTCTBYET HpU X-
cuerieHHoM CA y My)X4YMH, TOrJa KakK y >KCHIIUH BBIABIISETCS CETMEHTapHas JIOKaJIW3alus
aHTUTeHa. Y OOJBHBIX MPU ayTOCOMHO-PELIECCUBHOM THIIE HAcJel0BaHUs OoKpamuBaHue MABS
SMUJEPMATBHOM 6a3abHOM MEeMOpaHbI SIBIISCTCSI HOPMAJIbHBIM.

Pexomenoauusn 2.4. Il'emamypus sersemcs Haubonree pannum npusnaxom CA.
Mukpoanvbymunypus, a 6 nociedyloujem npomeuHypus, evlasisiemcs 6 6onee nO30HUU Nepuoo U
ee bIpAdiCeHHOCMb Onpedeisiem CKOpoCms npoepeccuposanus sabonresanus (HI').

Pexomenoauyusn 2.5. Unmepcmuyuanvuviii pubpos, Kak u npu opyeux 210mepyronamusix,
uepaem 6adxcnyio poav 6 npoepeccuposanuu CA. ITlosmomy mepvl HanpasieHHvle HA
npedynpesicoerue PopmMuposanust U npocPeccuposanus uHmepcmuyuaibio2o guoposza npu CA
HeobXo0umo Hauyunams 8 demckom eospacme (HI').

Pazgea 3.Jleuenune

Pexomenoauua 3.1. Manvuukam c CA, ceazannvim ¢ mymayueti COL4AS5, komopuvlie
umerom oeneyuro, HOHCEHC UIU CHAQUCUHE MYMAYUuro Ui umerom 6 cemve CAV4au pazeumus
mepmunanvhot XITH oo 30 nemmezco 6o3pacma 00ndCHA NPOBOOUMbCS 0ojnee pPAHHASL U
AKMUBHAsL  Mepanus — CHUMCAIOWAs NPOMeuHypuro, Ymo No380Jsem  Npeoomepamums
nospesicoenue SNUMeNUAIbHbIX KIemoK NOYEYHbIX KAHAbYe8 U Ux ampoghuio u npedynpexicoaem
paszsumue uHmepcmuyuaibHo2o guoposa (HI').

Pexkomenoayusa 3.2. Llenv anmunpomeuHypuueckol mepanuu CHUMCeHue npomeurHypuu
menee 0,5 me/me kpeamununa unu Ha 50%, eciu HauanvHoe 3HayeHue npomeurypuu meree 1,0
me/me kpeamununa (HT).

Pexomenoayusa 3.3. llepsou nunueti anmunpomeunypuyeckou mepanuu CA saenaomcs
UHSUOUMOpPYL aHeuomeH3uH-npespawaioue2o gepmenma (UAIID). Hcnonvsyrom pamunpun 6



dose 1-2 me/m’/24u, snananpun 6 Oosuposke 60soe eviuie (2-4 me/m’/24u), muzunHonpu,
oszunonpun, Keunanpun 8 do3uposke euemeepo sviue (4-8 me/m’/24y) (HI).

Pexomenoayua 3.4. Bmopou nunuei anmunpomeunypuyeckou mepanuu CA saenawomcs
Grokamopel peyenmopog aneuomensuna (BPA). Hcnonvsyiom nosapman 6 0oze 12,5 me/m’/24u,
yogaugasi 003y Kaxcovle 3 mecaya 00 OO0CMUICeHUS MAKCUMATbHOU 003bl (NpU OmMcymcmeuu
nobounvix s¢pexmos) 50 me/m’/24u., upbucapman — mpoiinas Oosa aozapmana (37,5
Me/m’/24u), sanvcapman — 1,5 0oza nozapmana (18,75 me/m’/24u) (HI).

Kommenmapuu

Ocnoorcnenusi mepanuu. JleueHne NMPOBOAUTCS IOJ PEryJSPHBIM KOHTPOJIEM YpPOBHS Kajus.
[ToBblieHue ero ypoBHS MOXeT ObITh cBsizaHo ¢ jeiictBueM UAIID umum BPA u Tpebyer
CHIDKEHHE J103bl IIpenapaTta Ha 50%, a npu NEepCUCTEHLMM T'MIIEPKAaJIUEMHM — II0JIHAs OTMEHa
Tepaluu.

B rtepmunaneHoii craguu XIIH BBINONHAOT reMoauanv3 WIM TPAHCIUIAHTALMIO IIOYKH.
[Tpumepno y 5% OONbHBIX, MEPEHECIIUX TPAHCIIAHTALMIO IOYKH, pa3BUBaeTcs He(pHT,
00yCJIOBJICHHBIM aHTUTENaMU K Oa3aqpHOW MeMOpaHe KiIyOOUYKOB, IJIaBHBIM O0pa3oM y JIMIL
MY2KCKOIO Iojla ¢ X-CUEIUICHHBIM CHHIPOMOM, y KoTopelx XIIH nocruraer tepmMuHanbHOU
craauu a0 30-1eTHero Bo3pacra.

Pasnen 4. Bropuunas npopuiakTuka.

B cempsix c¢ X-cuemnenHoit ¢opmoit CA mnpu H3BECTHBIX MYTalUsAX BO3MOXKHA
[IpeHaTaJlbHas AUArHOCTUKA, YTO KPalHE BaXKHO, €CJIM IUIOJ MYKCKOIO I10J1a.

Pasnea 5. IlepciekTuBbl B Tepannu CA.

PeanbHBIX MepCeKTUB pa3pabOTKU 3THOTpOonHON Tepanuu CA B HacTosIee BpeMsI HET.
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