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MeTtoauka oleHKH CHJIbI peKOMEH/Ialliii U YPOBHS UX MpPeACKAa3aTeIbHOCTH,
UCIOJIb30BAHHAS NPH COCTABJIEHNH JAHHBIX KIIMHHYECKUX PeKOMeHAauii™.

ITo cuite pekoMeHJalMK NOAPA3IeNIAI0TCA Ha TPU KaTErOpUH B yOBIBAIOILEM MOPSIKE: YPOBEHb 1
(9KCIIEpTHI PEKOMEHIYIOT); YPOBEHB 2 (3KCIIEPTHI MPEAaratoT); «Heau(GepeHIIMPOBAHHBIN
ypoBeHb» (Tabi. 1). Cuia npeacka3aTeabHOCTH PEKOMEH AU oipa3ieneHa Ha 4 ypoBHs

(taba. 2).

Tabmuual. OnieHka cuITbl peKOMeH 1A

YpoBeHb

Yposens 1
«IKcnepThl
PEKOMEHAYIOT»

Ypogsensb 2
«IKCNepThI
noJIararT»

«Het
rpagamumn»
(HI)

Co cTopoHbI
MalUeHTOB

Ilogapnsromee
OOJIBIIMHCTBO
[MaIlUEHTOB,
OKa3aBIIHNXCS B
MoA00HOM CUTYyalluH,
MIPEANOYTIN OBl
ceI0BaTh
PEKOMEH1yeMbIM
MyTEeM U JIUIIb
HEOOJIbIIIAsg YacTh U3
HUX OTBEPIJIH ObI 3TOT

yTh

Bbomnpmras gacTs
MMaIIUCHTOB,
OKa3aBIIIMXCS B
MOA00HOM CUTYalluH,
BBICKA3aJIMCh OBI 32 TO,
YTOOKI CJIE0BATh
PEKOMEH1yEMbIM
MyTEeM, OJTHAKO
3HAYUTEIbHAS YacTh
OTBepria Obl 3TOT MYTh

Ouenka pekoMeHaanUi

Co cTopoHsI Bpaya

[Tonasistomemy
OOJIBIITMHCTBY CBOMX
MaIMeHTOB Bpad OyeT
PEKOMEH/I0BaTh CJICI0BATh
MMEHHO TUM ITyTeM

JI7s pa3HbIX MaMEHTOB
clenyeT noiouparth
pa3IUYHbIC BAPHAHTHI
PEKOMEHTalN,
MOJIXOSIIIIUE UMEHHO UM.
Kaxnomy nmanuenty
Heo0XoArMa MOMOIIb B
BBIOOPE U IPUHITUU
peleHust, KoTopoe Oyaer
COOTBETCTBOBATh
LEHHOCTSIM U
MPEIIOYTEHUSIM TaHHOTO
narueHTa

JlanbHeiimee
HanpaBJieHHe
HCNOJIb30BAHMS

Pexomenmanms MOXET
OBITH NPUHSTA B
KauyeCTBE CTaHIApTA
NEeUCTBUS
MEIUIHHCKOTO
nepcoHasa B
OOJIBLIIMHCTBE
KJIMHUYECKUX CUTYyaIui

Pexomenmanun,
BEPOSITHO, MOTPEOYIOT
00CYXKIEHHUS C
y4acTHEM BCEX
3aMHTEPECOBAHHBIX
CTOPOH JI0 TIPUHSITHS UX
B KayecTBe
KJIMHUYECKOTO
CTaHaapTa

I[aHHLIﬁ YPOBCHb MIPUMCHACTCA B TCX ClIyUadX, KOrJja B OCHOBY
PEKOMCHAAIN YKJIaJAbIBACTCA SHpaBBIfI CMBICJI UCCIICOOBATCIIA-OKCIIEPTA U
TOTJa, KOoraa o6cy>1<z[aeMa${ TEMa HC JOIMYCKACT aICKBATHOI'O ITPUMCHCHU A
CHUCTEMBbI JOKa3aTCJIbCTB, UCITIOJIB3YEMBIX B KINHAYECKOMH ITPaKTUKE.
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Tabmuua 2 [IpeaAuKTOpHbIE YPOBHU PEKOMEHIAIUI

YpoBeHb

A

B

C

D

XapakTepucTUKa YPOBHS
NpeacKa3aTeJbHOCTH

Bricokuii

Cpennuit

Huzkni

OueHp HU3KUH

3HayeHue/onucanue

DKcnepThl aOCOTIOTHO YBEPEHBI B TOM, YTO MIPH
BBITIOJTHEHUH JTAHHOW PEKOMEHIallnH, HaOII0JaeMbIi
3¢ (}EeKT MouTH MOJTHOCTHIO COBMAAET C OKUIAEMbIM.

DKCHEePThI 0KUIAIOT, YTO [IPU BBHIOJIHECHUN JTaHHOM
pexomMenanuu, HabmoaaeMbril 3G PexT ckopee Bcero
OyneT OJU30K K 0'KUIAEMOMY, OJTHAKO HE UCKITIOUACTCs
BO3MOXKHOCTB TOTO, YTO OH OYyJIeT CYIIECTBEHHO
OTJINYATHCS OT HETO.

[Ipencka3piBaeMslii 3PHEKT MOXKET CYIIECTBEHHO
OTJINYATHCS OT PEATLHOTO.

[Ipenckazanue s3¢dexra kpaiiHe HEHAIEKHO U OUEHB
4yacTo OyAeT OTJINYaThCs OT PEaTbHOIO.



Pa3nen 1.BBenenue, reHeTuKAa, JIHAEeMHOJIOT A, IATOTeHE3

Pexomenoauyua 1.1. Cunopom Anvnopma (CA, cunonum: HacnedcmeeHHwlil Heppum) —
HEeUMMYHHASI 2eHeMUYecKU O0emepMUHUPOBAHHAS 2IOMePYIONamus, 00YCl06lleHHAs Mymayuell
2eH08, KOOUPYIOWUX KOANa2eH 4 muna 6a3anbHulx MemMOpat, nposAGIAIOwWasacs 2emamypueti u/unu
npomeuHypuetl, npocpeccupyiouum CHUNCEHUEeM NOYEUHbIX (QYHKYULL, HepeoKo CO4emarnwmasncs ¢
namonozueu cayxa u 3penusi (HI).

[Tpu CA rak xe penko HabIrogaeTcs IeHOMUOMATO3 M U3MEHEHHBIE TPOMOOIIUTHI.
Komnaren IV Tuma cocToUT M3 T€TEpOTPUMEPOB, COCTABJICHHBIX W3 KOMOMHAIMN 6-TH anbda
eneu:
o anbe(da 3,4 u 5 nenu B rIoMepyIspHBIX OazanbHbIX MeMOpaHax (I'BM);
o anbda 1 u 5 uenu B 6azanpHOI MemOpane (BM) kancynsl boymena u nucraabHOR
TyOynsipHOM BM.

I'easr COL4A1 u COL4A2 pacnionoxensl Ha 13 xpomocome, COL4A3 u COL4A4 — na
2 xpomocome, COL4AS u COL4AG — na X xpomocome

Pexkomenoayua 1.2. Cunopom Anvnopma — 2mMuoiocuyecKu 2emepoceHHoe HACIe0CMEeHHOe
3abo01es6anue MOHO2EHHOU npupoosl. [lpuuuna 3aboresanus nedxcum 6 Mymayuu O0OHO20 U3
eenos: COL4A5, COL4A4, COL4A3. Ilpu knaccuueckom eapuanme CA mymayus npoucxooum 8
cene COL4AS5, pacnonosicennom na OaunHom nieve X-xpomocomwl (XQ22.2), xkomopwiil
kooupyem aS-yenv xonanacena 1V muna (HI). Aymocommo-peyeccusnas ¢hopma cunopoma
Anvnopma obycnosnena mymayueu 2enoe COL4A3 u COL4A4, pacnonoscennvix Ha Xxpomocome
2 u KoOupyrnowux coomeemcmeeHno a3- u a4-yenu Koinazena 3moco muna. Aymocommo-
oomunanmuasn popma CA cyennena c eennvim 1oxycom COL4A3-COLAAA.

Yacrora CA B nonyssauuu cocrasisieT 1:5000. On ciyxut npuunHoit 1% Bcex ciydaes
XpoHudeckor moueuHor Henocrarounoctu (XITH) B Espome. B 2,3% cnywaeB modeunas
TpaHcIulaHTanus npooaurcs 0onpHbIM ¢ CA. CA omnucaH y npejicTaBUTeNe BcexX pac Ha Beex
KoHTHHeHTax. Berpeuaercs CA o4eBUAHO yalle, 4eM O HEM COOOINAETCs, B CBA3H C Pa3IUYHON
NEHETPAHTHOCTBIO U AKCIIPECCUBHOCTBIO T€HA, MyTaIllsl KOTOPOro ero odyciasiuBaer. Yacrora
pasnmuunbix  BapuaHtoB CA  (aQyTOCOMHO-JJOMHHAHTHOTO M  ayTOCOMHO-PEIIECCHBHOTO)
HEOJIMHAKOBA B PA3JIMYHBIX nomynauusax. Ilo snuaeMuonornueckum naHHbIM B Poccun yacrora
CA cpemu perckoit momynsuuu  coctaBisia  17:100000 wacenenusi. Ilpu  anuTenbHOM
HaOro1eHNH 3a ujaeHaMu ceMbU ¢ CA ObIJIO OTMEYEHO, YTO Y JKEHIIMH MOXKUIJIOT0 BO3pacTa, Kak
U y IpeJICTaBUTeNIel MYKCKOIO 110J1a, OTMEYAeTCs CHUKEHHE (PYHKIIUN TOYEK.

Pexomenoauus 1.3. ['enemuyeckas OuazHOCMuKa 6axcHa, max KaK Om Xxapakmepa u muna
Mymayuu  3a8ucum KIUHUYecKue nposigleHus 3a001e6anus, CKOPOCMb HPOSPecCUpOo8aHus]
3abonesanusi U o3pacm  opMuUpoaHuUs — MEPMUHANLHOU  XPOHUYECKOU  NOYeYHOU
Hedocmamoynocmu (XIIH) (1A4).

Knaccudukamms CA B HacTositiee Bpemsi IPOBOJIUTCS IO THITY HACIETOBAHUS:
e X-CIEIUICHHBIN TOMUHAHTHBIHN (KIIACCUYECKHIA);
® ayTOCOMHO-PELECCUBHBIN;
® ayTOCOMHO-JIOMHWHAHTHBIMU.

Oxkono 80% B MOMyJSAIMH COCTABJSIOT TMAIMEHTHI ¢ X-CIHEMJICHHBIM JOMHUHAHTHBIM
BapuanToM CA, okono 15% — ¢ ayrocomHo-peneccuBHbiM CA u 0k0i0 5% — € ayTOCOMHO-
noMuHaHTHEIM CA.

[Tpu myrammu COL4AS BeiaenstorT Oojiee TsKelble BapUaHTHI: JENEIUN, HOHCEHC HIIH
CIUUTAiCUHT MyTalliuu U 0oJiee JJeTKUi BapuaHT — MHUCCEHC MYTallus.



VY nun myxckoro noja ¢ X-CIEIJICHHBIM JOMUHAHTHBIM BapuantoM CA 3a0oneBaHue
uMeeT nporpeccupyromee Teuenue: repMuHanbHas XITH pazsuBaercsa y 50% B Bo3pacte 1o 25
net, y 90% — B Bo3pacte 1o 40 ner u noutu y 100% B Bo3pacte 1o 60 ner. [lpu nenenuu wim
HoHceHc-myTanmn COL4AS5 puck pasButus tepmuHanbHoi XIIH B Bo3pacre mo 30 ner
cocrasisieT 90%, npu crutaiicuar myranuu — 70%, a npu muccenc myraun — 50%. BaxkHoctb
ompejeNieHusT TUIAa MYyTallud OOOCHOBBIBAECTCS BBIPAKEHHON (DEHOTHII-TEHOTUITUYECKON
KOppEJsILIMeN, 4TO Ba)KHO Ul IIPOTHO3MPOBAHUS CPOKOB OKAa3aHHs NOMOIIM (3aMECTUTENbHAs
Tepamnus) STUM TanyeHTaM. B OoJbIIMHCTBE ciydaeB CpoKu pa3BuTus TepMmuHabHOW XIIH y
MaJIbUUKOB C X-CLEMJICHHBIM JTIOMUHAHTHBIM BapuaHTOM CA CXOXH € IPYTMMH WIEHAMU CEMbU
MY>KCKOTO T0JIa, YTO MO3BOJIIET IPOrHO3UPOBATh BpeMsl HAacTyIuleHus TepMmuHaibHou XITH
Jaxe 0e3 onpeleneHns TeHOTUNA. Y JKEHIMH ¢ X-CLEIJIEHHBIM JIOMUHAHTHBIM BapuaHnToM CA
TaKOW B3aMMOCBSI3M HACTYIUICHHS CpOKOB TepMuHaibHON XIIH He HaOmomaercs, BEposSTHO, U3-
3a X-uHakTUBalMu. Pemenue Bompoca 00 akTMBHON Tepanmuy y >KEHIIMH C X-CIETJICHHBIM
JOMHUHAHTHBIM BapuaHToM CA 3aBUCHUT OT ()aKTOPOB pHUCKa MPOTPECCUPOBAHUS: MPOTEUHYPUS,
MakporeMaTypHsi U HEHpOCEHCOpHasi TYTOyXOCTb.

AyrtocomHo-penieccuBHbli CA cBsizan ¢ myranueid B oboux amiensix COL4A3 win
COL4A4. T'enodeHOTHIIMYECKHE KOPPENSIUH HE TaK BBIPAXKEHBI, HO XapaKTEPHO pa3BHTHE
tepmuHanbHOi XITH k 30-meTHeMy Bo3pacTy.

AytocomHo-nomMuHaHTHBIE CA cBsizan ¢ wmyrtanueit B COL4A3 wmu COL4A4 u
MIPOrPECCUpPyET MEICHHO M MaJlo MOKa3aHWi /Ui Hayalla Tepanuu B I€TCKOM BO3pacTte.

Pa3zgen 2. Kiimanyeckasi [MarHocTUKa

Pexomenoauusn 2.1. /[na ouaenocmuxku CA HeobX00umo npucymcmeue mpex u3z nsamu
NPUSHAKOB: 2emamypus uiu JemaivHui ucxo0 om XIIH 6 cemve, cemamypus u/uiu
npomeurypusi 8 cemve; cneyuguueckue uzmenenus bM knyb6oukos y 60161020 npu 31eKmpOoHHOU
mukpockonuu  (OM)  buonmama; cHudicenue CIyXa NO  OAHHBIM  AYOUOMEMPUYECKO20
uccne0o8amnus,  BpONCOEHHAs  Namono2usi  3peHus. Omu  Kpumepuu  000CHOBLIBAIOM
HeobX00UuMocms MwamenbHo2o cOopa OAHHbIX O HATUYUU OOHOMUNHOU KIUHUYECKOU KAPMUHDbL
u nemanvHulx ucx0008 om XIIH y KpoeHvix poOCMBEHHUKOS, NposedeHue I1eKmMpOHHO-
MUKPOCKONUYECK020 UCCAe008aHUs Hedhpobuonmamos, mujamenvHoe 00ciedosanue npooanoa u
POOCMBEHHUKO8 OISl UCKTIIOYEHUST HeUPOCEHCOPHOU MY20yX0CMuU U Namolo2u 3peHus (Hauboee
xapaxmepHo Hanudue nenmuxonyca) (HI').

VY Bcex OOJIBHBIX MMeeTcs O0eCCUMIITOMHAsh MUKpPOTeMAaTypus; Y A€BOYEK U MaJeHbKHX
MaJbUMKOB OHA MOXXET BO3HUKATh nepuoauuecku. IlpumepHo B 50% ciyuaeB uepe3 1-2 nHs
[ocjiae pecnuparopHod MHGEKUUMH TOSABISETCSs MakporeMarypus. Y MaJbYMKOB YacTo
HaOJII0JaeTCsl MPOTEUHYPHUSI, HO Y JIEBOYEK OHA MOXET OBITh CJIa00H, Mpexoasield Wik BOooOIe
oTcyTcTBOBaTh. KO BTOpOMY JECATHIIETHIO JKM3HU MPOTEHHYPHUS OOBIYHO MPOTPECCHUPYET,
NPEUMYIIECTBEHHO Yy JIMI[ MYKCKOTO Iojla, Hepeako mpeBbimaer | 1/24u U  Moxer
COIIPOBOKIATHCS HEPPOTUIECKUM CHHIIPOMOM.

K BHenoueunsiM mnposiBieHHAM CA OTHOCATCS TYroyxOCTb M HapylIE€HUs 3pEHMS.
JIByCTOpOHHSII HEHPOCEHCOpHAs TIIyX0Ta, KOTOpas HUKOTJAa HE IMPOSIBISETCS B PAHHHUE CPOKHU
nociue poxaeHus, ormedaercss y 90% reMusuroTHblx Majgb4MKOB ¢ X-CLETJIEHHBIM CHHAPOMOM
Anpriopta, vy 10% rerepo3uroTHsix naeBouek ¢ X-crerieHHBIM CA u y 67% OOJNBHBIX C
ayTOCOMHO-PELIECCUBHBIM CHHAPOMOM. BHayasle Hapymiaercss BOCIPUATHE 3BYKOB BBICOKOH
YacTOThI, HO MOCTETEHHO OOJIbHBIE MEPECTAIOT CIBIIIATh OOBIYHYIO0 PAa3TOBOPHYIO peyb, U UM
NPUXOMUTCS MOJIb30BAThCS CIYXOBBIM anmaparoM. [ na3Hele HapyuieHus BoisgBisitorces y 30-40%
60mbHBIX ¢ X-cuemieHHbIM CA U BKIIIOYAIOT MEpeIHUN JEHTUKOHYC (CMELIeHHE IEeHTpaIbHON
4acTW XpyCTaJluKa B IEPEJHIOI KaMmepy IJla3a), KpalmuHKM Ha MKEJITOM ISTHE M JPO3UU
poroBuilbl. B penkux cinydasx HaOdrogaercs JIeHOMHOMATO3 MHILEBOAA, Tpaxew, OpPOHXOB U
KEHCKHMX HapYXHBIX MOJOBBIX OPraHOB, a TaKKe U3MEHEHHE TPOMOOLUTOB. JletioMuomamosom



Ha3bIBAETCS NMATOJOTHUECKUI MPOIECcC, XapaKTePHUCTUKaMU KOTOPOTO SBJISIIOTCA Mposndeparus
IVIAJIKUX BOJIOKOH MBIIII], B TKAHAX U OpraHax, KOTOpbIE COAepkKaT B HOPME IN1aJJKOMBIIIECYHYIO
TKaHb.

Pexomenoauusn 2.2. IIpu aymocomuno-peyeccusnvix gpopmax CA, a max e 6 uacmu
cyuaes aymocoMHO-OOMUHAHMHBIX, 6 MOM uucie u npu X-cyenienuvix ghopmax zabonesanus,
IMUX NPU3HAKOE HEOOCMAMOYHO U HeoOXO00UMO NpoedeHuUe MONEK)IAPHO-2eHeMULEeCKO20
uccneoosanus (HI).

Pekomenoauua 2.3. DOneKmpOHHO-MUKPOCKONUYECKUMU KpUMepusimu OuacHOCMUKU
saenaomes;. ucmonuenue bBM, ocobenno ee cpeoneii niacmunku lamina densa, 0OHO8peMeHHO
Habnooaemces pacwenienue BM u noserenue ee cioucmocmu. Ilpu DM 6uonmama nouxu
oonospemenno ¢ mouxkumu I'bBM evisensiomes ymoawennvle I BM ¢ yuacmrkamu npoceemnerus,
HanomuHarowue nuyenunvie comvl. bM mepsiom ceoro cmpykmypy, 6Hympu HUX NOAGIAI0MCs
CKONJIeHUsl MOHKO2PAaHyIsApHo20 eewjecmsa. 1o mepe oanvheliueco npozpeccuposanusi O0ie3HU
npoucxooum msiicenas decmpykyusi I BM ¢ ee oanvhetiwum ymoawenuem u oucmpoghuent (HI').

B HOpMe MOHOKIIOHAJIBHBIC aHTUTENA K anb(da3-nernn koswtareHa IV tuma (MAB3) u
MOHOKJIOHAJIbHBIE aHTHTeNa K anbdasS-nenu koiviarena [V tuma (MABS) okpammBaroT BCio
TOJIIIMHY KIyOOUYKOBO#l 0azanmpHOW MeMOpaHbI, a Takke 0a3albHYI0O MEMOpaHy TUCTAbHBIX
kaHanbleB. B cembsax ¢ X-cuemnenusiM CA okpammuBanue Ha MAB3 u MABS otcyrcTtByer y
MY>KYUH U HOCUT MPEPHIBUCTHIN XapakTep y >KeHIINH. Takylo KapTUHY MOXHO HaOm0AaTh y 60-
70% cemeil. Y O0JBHBIX TPU ayTOCOMHO-perieccuBHOM Turie CA okpammBanue Ha MABS BuaHO
Ha Oa3anbHOM MeMOpaHe boymeHOBOH Kamcynbl W cOOMpaTeNbHBIX MPOTOKOB, TOTJa Kak
okpamnBanue Ha MAB3 otpunarensHoe.

OxkpammBanne MAB3 B HopMe B KOXe HE BBISBIISECTCS, Toraa, kak MABS okpammuBarot
AMUJAEPMAIbHYI0 0Oa3aibHyI0 MeMOpaHy. OTO OKpallMBaHHUE OOBIYHO OTCYTCTBYET MpU X-
cueriecHHOM CA y MyX4YMH, TOTJa Kak Yy JKCHIIMH BBISBISIETCA CETMEHTApHAas JIOKAJIW3alus
aHTureHa. ¥ OOJBHBIX MPU ayTOCOMHO-PEIIECCUBHOM THUIIE HaclieoBaHus okparnBanue MABS
AMUJIEPMANBbHOM Oa3aibHOW MEMOpPAHBI ABISETCS HOPMABHBIM.

Pexomenoayus 2.4. I'emamypus sensemca wnaubdonee pannum npusnakom CA.
Muxkpoanbbymunypus, a 6 nociedyrowem npomeurypus, 8blasisemcs 6 o6ojiee No30HUL Nepuoo u
ee 8bIPANCEHHOCMb onpedeisien CKOpoCcmy npozpeccuposanus 3abonesanus (HI').

Pexomenoauusn 2.5. HumepcmuyuanvHulil huopos, Kak u npu Opyeux eiomepyionamusix,
uepaem eadxcnylo poiab 6 npocpeccuposanuu CA. I[losmomy mepvl HanpasieHHble HA
npeoynpesxicoeHue GopmMupo8anust U npocpeccuposanus unmepcmuyuaivio2o guoposa npu CA
HeobX00uMo HauyuHams 8 demckom eospacme (HI').

Pazpen 3.Jleuenue

Pexkomenoauua 3.1. Manvuuxam c¢ CA, ceazannviv ¢ mymayueiu COL4AS5, komopule
umerom oeneyuro, HOHCEHC UAU CHAQUCUHE MYMAayuro Uiy umerom 6 cemvbe CAyuau pa3eumus
mepmunanvhou XIIH oo 30 nemmeco 6o3pacma O00MdCHA NPOBOOUMbC 0OoNlee pPAaHHAS U
AKMUBHAsL  Mepanus — CHUXCAIOWAs —NPOmMeuHypulo, Ymo No380jsem  npedomspamums
nospexcoenue SNUMenUanIbHblX K1emoK no4eYHblX KaHalbyes U ux ampo@uio u npeoynpexicoaem
passumue unmepcmuyuaivHozo uoposa (HI').

Pekomenoayusa 3.2. [lenv anmunpomeunypuyeckou mepanuu CHUMXCeHue npomeuHypuu
menee 0,5 me/me kpeamununa unu Ha 50%, eciu HauanvHoe 3HaueHue npomeurypuu meree 1,0
me/me kpeamununa (HI).

Pekomenoayua 3.3. llepsou nunueti anmunpomeunypuueckou mepanuu CA saensromcs
uHeUOUMOpLL ancuomen3uH-npespawaioweco gepmenma (UAIIP). Hcnonvzyiom pamunpun 6



dose 1-2 me/m%/24u, smananpun 6 Odosuposke 606oe eviwie (2-4 me/M%/24u), ausunonpun,
Go3unonpun, kKeuHanpui 8 003uposke guemaepo sviuie (4-8 MZ/M2/24q) (HT).

Pekomenoauua 3.4. Bmopoii nunueii anmunpomeunypuueckou mepanuu CA sensaromes
onoxamopwl peyenmopos aneuomensuna (bPA). Ucnonvzytom nozapman 6 0osze 12,5 me/m?/24u,
yogaugas 003y Kadxcovle 3 mecsaya 00 O0CMUNCEHUS. MAKCUMATbHOU 003bl (NpU OMCYmMCcmeuu
nobounvix 3¢ggexmos) 50 me/m?l 24, upbucapman — mpounas 003a aozapmana (37,5
me/M*/24y), sanvcapman — 1,5 0oza nozapmana (18,75 me/m/24y) (HT).

Kommenmapuu

Ocnooicnenusi mepanuu. JledeHne NpPOBOAUTCS IOJ PErYJSIPHBIM KOHTPOJIEM YpPOBHS KaJlusl.
[ToBbIIEHHE €r0 YpPOBHSI MOXET OBITh CBs3aHO C jaciictBueM WAIID® wim BPA u Tpebyer
CHI)KEHME 7103bI Ipenapata Ha 50%, a Ipu NEpCUCTEHLMH T'MIIEPKAJIUEMHUM — IOJHAs OTMEHA
Tepanuu.

B rtepmunanpHOM craguum XIIH BBIMONHAIOT reMoauanu3 WIM TPAHCIUIAHTALMIO ITOYKH.
[TpumepHo y 5% OONBHBIX, MEpPEHECIIUX TPAHCIUIAHTAIMIO TIOYKH, pa3BUBaeTcs HepHT,
00yCJIOBJICHHBIM aHTHUTENaMU K 0Oa3aqpHOW MeMOpaHe KIyOOYKOB, TJIaBHBIM 00pa3oM y JIHII
MYKCKOro mosia ¢ X-CUECIUIEHHBIM CUHIAPOMOM, Yy KoTopeix XIIH nocruraer tepMuHaIbHOU
ctaauu 10 30-1eTHEero Bo3pacra.

Pa3nes 4. BropuuHas npoguiIaKkTuKa.

B cempsax c¢ X-cuemnenHoit ¢opmoit CA mnpu HU3BECTHBIX MYTalMsIX BO3MOXKHA
MpeHaTalbHas JUArHOCTUKA, YTO KpailHe Ba)KHO, €CJIH TUIOJ MY>KCKOTO 1OJIa.

Pa3nea 5. [lepcniekTuBsbl B Tepanuu CA.

PeanbHbIX epcreKTUB pa3pabOTKH STHOTPOIHOM Tepanuu CA B HacTosiee BpeMs HeT.
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