NMPOrPAMMA HEMPEPbLIBHOIO NOCJIEAUIMTJIOMHOIO

OBPA30BAHUSA MO HEPPOJIOTUU

ISSN 1561-6274. Hedponorua. 2015. Tom 19. Ne3.

© B.B. dmun, M.C. Urnarosa, H.E. Konbkosa, 2015
YIK 616.61-053.32-056.7-07-08

KITMHNYECKNE PEKOMEHOALWW 1O ONATHOCTNKE A JIEHEHNIO

CUHOPOMA ANbMOPTA Y OETEN

TBopyeckoe 06beanHeHne AeTCknx Hedhponoros; Poccuinckuii HaumoHanbHbIA CcneaoBaTeNbCKUn MeaUUMHCKNIA yHBepcuTeT umeHn H.W. TMuporoea

Pabouas rpynna:

[OnvH B.B. — 4.M.H., npodgeccop, Hedponor
Wrnatosa M.C. — A.M.H., npodheccop, Hedponor
KoHbkoBa H.E. — K.M.H., Hedporsior

CLINICAL PRACTICE GUIDELINES FOR THE DIAGNOSTICS AND
TREATMENT OF THE ALPORT SYNDROME IN CHILDREN

Creative Association of Pediatric Nephrologists; Clinical Research Institute of Pediatrics Pirogov Russian National Research Medical University

Workgroup:

Dlin V.V. — MD, PhD, DSc
Ignatova M.S. — MD, PhD, DSc
Kon’kova N.E. — MD, PhD

Mertonuka OlleHKH CUJIbl pEKOMEHAAIIUN U YPOBHS
WX TIpelCcKa3aTeIbHOCTH, UCIIOIb30BaHHAS TP CO-
CTaBJICHUH JTaHHBIX KIIMHUYECKUX PEKOMEHIAITHii™.

[To cuie pexoMeHIANNHU TOAPA3AEIAIOTCS Ha
TPY KaTeropuu B YOBIBAIOIIEM IMOPSIKE: YPOBEHD
1 (3KCTIepTHl PEKOMEHAYIOT); YPOBEHB 2 (DKCIIEPTHI
MpeaIararoT); «HeaupepeHIPOBAHHBIN YPOBEHb)»
(Tabm. 1). Cuna mpencka3areIbHOCTH PEKOMEH AT
ronpaszenena Ha 4 ypoBHs (Ta0uI. 2).

PA3OEN 1.

BBEAEHUE, TEHETUKA, SNMUAEMUOJIOIU4,
NATOrEHE3

Pexomenoayun 1.1. Cunopom Anvnopma (CA,
CUHOHUM: HACTIEOCMBEHHBLIL HePUM) — HEUMMYHHASL
2eHemuyecKku 0emepMuHUPOSAHHAsL 21OMEPYIONAMUsl,
0bycnoeneHHas Mmymayuetl 2eHo

8, KOOUpylowux xoniazen 4 muna 6azanibHbix Mem-
OpaH, NPOABIAIOWAAC 2eMamypuetl u/uiu npomeu-
Hypuetl, npocpeccupyiowjumM CHUNICEHUEM NOYEUHBIX
@dynKyutl, Hepedko couemaiouwasics ¢ namoaoauell
cayxa u 3penust (HI').

ITpu CA Tak ke peako HaOMogaeTces IeHOMHOMAaTO3
Y U3MEHEHHbIE TPOMOOITUTEI.

Komnaren IV tuna coctouT U3 reTepoTpUMEpOB,
COCTaBJICHHBIX M3 KOMOMHAITHI 6-TH anbda IeTei:

* anb(a 3, 4 11 5 Ienn B TIOMEPYIIPHBIX 0a3aTbHBIX
memOpanax (I'bM);
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e anpda 1 u 5 mernm B 6a3anpHOM MemOpane (bM)
Karncynbl boymeHna u aucranbHOU TyOyssipHOt BM.

I'ensr COL4A1 u COL4A2 pacronokeHsl Ha 13
xpomocome, COL4A3 u COL4A4 — Ha 2 XxpomocoMme,
COL4AS n COL4A6 — Ha X XxpomMocoMe

Pexomenoanusn 1.2. Cunopom Anonopma — smuo-
JIO2UYECKU 2emepO2eHHOe HACle0CmeeHHoe 3a0oie-
8aHUe MOHO2eHHOU npupoosl. llpuuuna 3abonesanus
nexcum 8 mymayuu 00Ho2o u3 eenog: COL4AS,
COL4A44, COL4A3. Ilpu xnaccuueckom eapuanme
CA mymayus npoucxooum 6 cene COL4AS5, pacnono-
JiceHHoM Ha OnunHom niede X-xpomocomwl (Xq22.2),
Komopbwiil kooupyem aS-yens koinazena lV muna (HI').
AymocomHo-peyeccusrnas hopma cunopoma Anvnopma
obycnosnerna mymayueii eenoe COL4A3 u COL4A4,
PACNONONCEHHBIX HA XpOMOcOoMe 2 U KOOUPYIOWUX CO-
0meemcmeeHHo a3- u a4-yenu Koniazenda 3mo2o mund.
Aymocomno- oomunanmuas gpopma CA cyennena c
eennvim 10Kkycom COL4A3-COL4A4.

Yactora CA B momyssiiiuu cocrasisieT 1:5000. On
CIIyXHT IpUYMHON 1% Bcex ciydaeB TepMHMHAJILHOM
nmoyeyHoi HemocrarouHoctu (mlIH) B EBpore. B
2,3% cimy4aeB rmo4YevyHast TPaHCTUIAHTAIHSI IIPOBOUTCS
6ompHBIM ¢ CA. CA ommmcaH y TIpeICcTaBUTEICH BCeX
pac Ha Bcex koHTHHEeHTaxX. Berpeuaetcst CA oueBHUIHO
yarie, 9eM O HeM COOOIIAeTCs, B CBSA3U C PA3TUIHON
MIEHETPAHTHOCTHIO M AKCIPECCUBHOCTHIO TeHa, MY-
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OueHkKa cunbl pekoMmeHaaumm

Tabnuua 1

OueHka pekoMeHzaumii

YpoBeHb CO CTOPOHbI NaLMEHTOB Co CTOpOHbI Bpaya JlanbHenwee HanpaBieHne nuc-
nosb30BaHUs
YpoBeHsb 1 MopaBnsiowee 60nbWNHCTBO Na- | MogasnsowemMy 60IbLLMHCTBY CBO- | PekoMeHaaums MOXET ObITb Mpu-

«QKCNepTbl PEKOMEH-
ﬂ,leT»

LIMEHTOB, OKa3aBLLUNXCS B NOA00OHOM
cuTyauum, npeanoynun 6bl cnepno-
BaTb PEKOMEHAYEMbIM MyTEM U
nuwb HeboNbLIAsa 4acTb U3 HUX
oTBeprv 66l 3TOT NYyTb

MX NauMeHTOB Bpad 6yaeT pEKOMEH-
[oBaTb ClefoBaTb UMEHHO 3TUM
nytem

HATa B KAYECTBE CTaHaapTa Aen-
CTBUA MEOULMHCKOro nepcoHana
B OONbLIMHCTBE KJIMHUYECKUX
cuTyaunn

YpoBeHb 2
«QKCNepThbl nonaraT»

Bonblwasa yacTb NauneHToB, oka-
3aBLUMXCHA B NOAOOHOM cuTyauum,
Bbicka3anncb Obl 3a TO, 4TOOLI
cnegoBaTb PeKOMeHAyeMbIM My-
TeM, OfIHaKO 3HaynUTeNbHas 4acTb
oTBeprna bbl 3TOT NyTb

Ana pa3Hbix NaunMeHToOB cnepyet
nonbupaTtb pas3fiMyHble BapuaH-
Tbl peKoMeHagauunin, nogxoasuime
MMEHHO nM. Kaxaomy naymeHTy
HeobxoaMma NoMolLb B BhIbOpe 1
NPUHATUN peLleHuns, KkoTopoe By-
AeT COOTBETCTBOBATb LLEHHOCTAM N
npeanoyTeHnsam JaHHOro nauneHTa

PekomeHpgaunm, BEpOATHO, NO-
TpebyT obcyXxaeHnsa ¢ yya-
CTMEM BCEX 3aUHTEPECOBAHHbIX
CTOPOH [0 MPUHATUS UX B Ka4ye-
CTBE KJIMHNYECKOro ctaHgapTa

«HeT rpapgaummn»

JaHHbIN ypOBEHb MPUMEHSIETCSH B TEX CIy4YasiX, KOraa B OCHOBY PEKOMEHAALIMN YKIIaAblBAETCSA 34PaBblii CMbICS

(HIN) nccnegoBaTtens-akenepTa UM Toraa, Korga obcyxgaemas TeMa He AonyckaeT afekBaTHOro NpMMeHeHus
CUCTEMbI [,OKA3aTENbCTB, UCMOJb3YEMbIX B KIIMHUYECKOW NPAKTUKE.
Tabnuua 2
YpoBeHb XapaktepucTuka ypoBHs | 3Ha4eHne/onmcaHme
npeackasarenbHoOCTU
A Bbicokuii OkcnepTbl abCOIOTHO YBEPEHbI B TOM, YTO MNP BbIMOSHEHUN AaHHOW pekoMeHaauumn, Ha-
6nogaemMblin 9dEKT NoYTY NOSTHOCTLIO COBMaAeT C OXMAAEMbIM.
B CpepnHuii OKcnepTbl OXXUAAIOT, YTO NPW BbINOJIHEHUN AaHHO pekoMeHaauumn, HabnoaaemMblin apdekT
ckopee Bcero 6yaeTt 6,1M30K K 0XXngaemMomMy, 0HaKo He UCKIloHaeTCsl BO3MOXHOCTb TOro,
YTO OH OYZET CYLLEeCTBEHHO OTINYATLCS OT HEro.
Hnaknin MpenckasbiBaeMbln P HEKT MOXET CYLLECTBEHHO OT/INYATBLCA OT peasibHOro.
D OyeHb HU3KKUI MpenckasaHune addekTa kpanHe HEHaAEXHO N O4EHb HacTo ByaeT OTNNYATLCS OT PeasibHOro.

Tanusi KOTOporo ero oOycnaBiauBaeT. YacTtora pas-
nyHbIX BapuaHToB CA (ayTOCOMHO-JOMHHAHTHOTO U
ayTOCOMHO-PEIIECCUBHOTO) HEOJMHAKOBA B PA3IMYHBIX
nomyssiuusx. [1o snunemMuonornyeckum qanHsiM B Poc-
cun yactora CA cpeau JeTCKOM MOMYIISIUK COCTaBIsIIa
17:100000 Hacenenwus. [Tpu umTenbHOM HAOMIOICHUN
3a wieHaMu ceMbl ¢ CA ObLJIO OTMEUEHO, YTO Y KSHIIMH
MOXKHJIOTO BO3PACTA, KaK U Y MPEICTaBUTEIICH MYKCKOTO
10712, OTMEYACTCSI CHIDKCHHE (DYHKITMHU TTOYEK.

Pexomenoayusn 1.3. ['enemuueckas ouacnocmuxa
8ADICHA, MAK KAK om Xapakmepda u muna mMymayuu
3a68UCUM KJIUHUYECKUE NPOSsIeHUs 3a001e8aHuUsl,
CKOPOCHIb NPOSPECCUPOBAHUS 3A00NEBAHUS U 803PACTN
dopmuposaHuss MEPMUHATLHOU XPOHUYECKOU NoYeU-
Hotl Heoocmamournocmu (mllH) (14).

Knaccudukarmst CA B Hacrosiee BpeMsi IPOBO-
JIUTCS TIO TUITY HACJICTOBAHMUS:

* X-ClIeIJICHHBIA TOMHHAHTHBIN (KJIaCCHYCCKHUH);

* AQyTOCOMHO-PEIICCCUBHBII;

* AQyTOCOMHO-JOMHUHAHTHBII.

Oxko1o 80% B MOMYJISILIMK COCTABISIIOT MALUEHTHI C
X-CUEIUICHHBIM TOMUHAHTHBIM BapuanToM CA, OKOJIO
15% — c ayrocomHO-penieccuBHbIM CA 1 0k0710 5% — ¢
ayTOCOMHO-TOMUHAHTHBIM CA.

[MTpu myTtaunn COL4AS5 BeIAETSIOT Ooiee TsKemble
BapHUAHTBIL: JI€JE€IUY, HOHCEHC WM CIUIAHiCUHT MyTa-
uH 1 0oJiee JIETKUi BapUaHT — MUCCEHC MYyTallusl.

VY aun Myxckoro mosia ¢ X-cLENIeHHbIM JOMU-
HaHTHBIM BapuantoM CA 3a0oneBaHue MMEET Mpo-
rpeccupytoiee Teuenue: ml/IH pazsuBaerca y 50%
B Bo3pacte 10 25 net, y 90% — B Bo3pacte no 40 net
u oyt y 100% B Bo3pacte no 60 nert. [1pu nenerun
niu HoHceHe-myTatuu COL4AS puck pazsurus mlIH
B Bo3pacte 110 30 et cocrangeT 90%, npu crutaiicuar
myTtanuu — 70%, a npu muccenc mytanuu — 50%.
BaxxHocTh ompenenenus tuna MyTanud 00OCHOBBI-
BaeTCsl BBIPAKCHHOW (PeHOTUTI-TEHOTUITMYECKOH KOp-
peJaLuei, 4To BaXHO AJI IPOrHO3UPOBAHUS CPOKOB
OKa3aHus MOMOILM (3aMECTHTENIbHAS TEPaus) STUM
nanueHTam. B GonbIIMHCTBE ClTy4aeB CPOKH Pa3BUTHS
mlIIH y Manp4ukoB ¢ X-CLUEIUIEHHBIM JOMUHAHTHBIM
BapuaHTOM CA CXOXH C JpYrMMHU WIEHAMH CEMbU
MYCKOTO I10J1a, YTO MO3BOJISIET MPOTHO3UPOBATh
BpeMs1 HacTyiuieHus: TepmuHansHoi XIIH naxe 6e3
OIpeieeHnsl FeHOTHIIA. Y JKEHIIUH ¢ X-CLEeIUIEHHBIM
JIOMUHAHTHBIM BapuaHnToM CA Takoif B3aMMOCBS31 Ha-
CTyIieHus cpokoB mI1H He HaOmonaeTcs, BEpOsTHO,
n3-3a X-uHaKTHBauuK. PerieHre Bonpoca 00 akTHBHOM
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TEpaIny y *KEeHIIUH ¢ X-CLHEIIEHHBIM JIOMUHAHTHBIM
BapuanToM CA 3aBUCUT OT ()aKTOPOB pHCKa MPO-
rPECCUPOBaHUA: MPOTEUHYPHUS, MaKporeMaTrypus u
HEHpPOCEHCOpHast TyTOyXOCTb.

AyTtocomHo-peneccuBHbli CA cBsi3aH ¢ MyTanuen
B o0oux amitensix COL4A3 wnmu COL4A4. T'enode-
HOTUIIMYECKHE KOPPEJSIUU HE TaK BBIPAIKEHBI, HO
xapakTepHo pa3ButHe TepMuHanabHoi XITH k 30-net-
HEMY BO3pacTy.

AyTtocoMHO-oMUHaHTHBIN CA cBsi3aH ¢ MyTaluen
B COL4A3 nnu COL4A4 u nporpeccupyet MeICHHO
1 Majo MOKa3aHWil AJ Hauyana Tepalnuu B JIETCKOM
BO3pacTe.

PA3LEN 2.
KJINMHNYECKAS1 AUATHOCTUKA

Pexomenoauyun 2.1. [{ns ouacnocmurxu CA ne-
00X00UMO npucymcmeue mpex u3z nimu npusHaKos:
eemamypus unu iemaivHulil ucxo0 om mlIH 6 cemve,
eeMamypusi u/unu npoOmMeuHypusi 8 cemve,; cneyughuye-
ckue usmernerust bM kinyboukos y 601vH020 npu snex-
mponHOot Mukpockonuu (OM) buonmama, chudiceHue
CYXA N0 OGHHBIM AYOUOMEMPUIECKO20 UCCTCO08AHUSL,
BPOJNCOCHHAS. NAMOA02USL 3PeHUs. Dmu Kpumepuu
000CHO8bI8AIOM HEOOXOOUMOCb MU AMETLHO2O0
cOOpa OAHHBIX 0 HATUYUU OOHOMUNHOU KIUHUYECKOU
Kapmumsl U 1emanvhsvlx ucxo006 om mIIH y kpoerwvix
POOCMBEHHUKOB, NPOGeOeHUe 3IeKMPOHHO MUKDO-
CKONUYECKO20 UCCIed08aHUs He@pobuonmamos,
mujameinvroe 00ciedosanue npodanda u pooCmeeH-
HUKO8 OJIsl UCKIIIOHEHUsL HelPOCEHCOPHOU My20yXOCmu
u namonoauu 3perus (Haubonee XapaKmepHo Haiuyue
nenmuxornyca) (HI').

Y Bcex 0ONBbHBIX MMEETCsl 0ECCUMIITOMHAS MUKPO-
reMatypusi; y JeBOYEK U MaJICHbKUX MaJIBYUKOB OHA
MOKET BO3HHMKATh rnepuoanyecku. [Ipumepro B 50%
ciiy4aeB vepe3 1—2 JHS mociie pecnupaTopHON HH-
(bek1uu MOSIBIIICTCS. MAKpOreMaTypusi. ¥ MalbdYHMKOB
4acTo HAOIIOASTCs MPOTEUHYPHSI, HO Y JIEBOYCK OHA
MOXKET OBITh CIIa0O0H, Mpexosined Win BooOIie oT-
CyTcTBOBaTh. KO BTOPOMY JECATHIICTHIO )KU3HH MIPO-
TEUHYPUSI 0OBIYHO IIPOTPECCUPYET, MPEUMYIIIECTBEHHO
y JIUI MY’KCKOTO T10J1a, HEpEeIKO MpeBbimaet 1 1/244 u
MOXET COIIPOBOXKIATHCSI HEYPOTHYESCKUM CHHIIPOMOM.

K Baenoueunbsim nposiBnenusiMm CA OTHOCSTCS TY-
TOyXOCTh M HAapyIIICHUs 3peHus. [|ByCTOPOHHSIS HEHpO-
CEHCOPHAsI [JTyX0Ta, KOTOPast HUKOT/Ia HE IIPOSBIISIETCS
B paHHUE CPOKH I10CJIE pOXkKAEHNUs, oTMedaeTcs y 90%
FeMHU3UTOTHBIX MAJIBYUKOB ¢ X-CIEIICHHBIM CUHAPO-
MoM Aubriopra, y 10% reTepo3uroTHeIX JEBOYEK C
X-cuemeHHbM CA 1y 67% OOJIBHBIX C ayTOCOMHO-
pPELIECCUBHBIM CHHJAPOMOM. BHauane HapyiraeTcs
BOCIIPUSITHE 3BYKOB BEICOKOI YaCTOTBI, HO IOCTEIIEHHO
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OOJIbHBIC TIEPECTAIOT CIbILATh OOBIYHYIO Pa3rOBOP-
HYIO pe4b, U UM IPUXOJUTCS OIb30BATHCSI CITyXOBBIM
anmnapartoM. [71a3Hele HapymeHus BeisiBIsitoTCs y 30-
40% 00apHBIX ¢ X-cuerieHHbIM CA ¥ BKIIFOYAIOT I1e-
peIHMI JICHTUKOHYC (CMEIleHHE [IEHTPaIbHOM YacTH
XpyCTalliKa B IEPETHIOI0 KaMepy I71a3a), KParuHKK Ha
JKEJITOM TISITHE U 5PO3UH POTOBHLBL. B peakux ciyya-
X HaOJrofaeTcs JIeHOMMOMAaTO3 THIIEBOIA, TPAXEH,
OpOHXOB M )KEHCKHX HAPY>KHBIX MTOJIOBBIX OPTraHoB, a
TaKXke U3MEHEHHe TPOMOOLMTOB. Jleiomuomamosom
Ha3bIBAaETCS NATOJIOTMYECKUH ITPOLIECC, XapaKTePUCTH-
KaMH KOTOPOTO SIBIISIOTCS Tpoindepanus IIaJKux Bo-
JIOKOH MBI, B TKAHSIX ¥ OpraHax, KOTOpbIE COllepKaT
B HOpPME IJIa/IKOMBILICYHYIO TKaHb.

Pexomenoayus 2.2. [Ipu aymocomuo-peyeccusHvix
gopmax CA, a max dice 8 vacmu ciyuaes aymocomHo-
OOMUHAHMHBIX, 8 MOM Yucie u npu X-cyenieHHvix
Gopmax 3abonesanus, 3mux NPUIHAKOE HEOOCMA-
MOYHO U HEe0OX0OUMO NposedeHue MOJIEKYIAPHO-
eeHemuieckoeo ucciedosanus (HI').

Pexomenoayua 2.3. DnekmpouHo-Mukpockonu-
YecKUMU Kpumepusamu OuaeHOCmMuKU A6ISAI0MCA:
ucmonuenue BM, ocobenno ee cpeomneii niacmunku
lamina densa, oonospemenno HabwOaemes pacuje-
nnenue bM u nosasnenue ee cnoucmocmu. Ipu M
buonmama nouxu 0OHogpemeHHo ¢ mouxkumu I'BM
sviasnAomes ymoauenuvie I bM ¢ yuacmkamu npo-
ceemieHUsA, HanoMuHarowue nuyeiunsvie comol. bM
mepsIom c8010 CIMPYKMYpPY, 6HYMPU HUX NOAGTAIOMCS
CKONJIeHUsI MOHKO2PanynapHo2o eeujecmsa. 11o mepe
OanvHelue2o npocpeccupos8anuist 601e3HU NPoUCXoOum
msacenas decmpyxkyusi I BM ¢ ee danvuetiuwum ymorn-
wenuem u oucmpodgueti (HI').

B HOpMe MOHOKJIOHANBHBIE aHTUTENA K alb(a3-
uenu komarena IV tuna (MAB3) 1 MOHOKIIOHAIB-
HbIC aHTUTENa K anbdaS-nenu kowiareHa [V tuna
(MABS) okpaluBaroT BCIO TOJNIIMHY KIyOOYKOBOM
0a3aabpHON MeMOpaHbI, a TakKe 0a3albHyI0 MEMOpaHy
JUCTaJIbHBIX KaHAIbLEB. B ceMbsix ¢ X-cLemIeHHbIM
CA oxkpammBanue Ha MAB3 u MABS orcyterByer y
MYXYHH 1 HOCUT IPEPBIBUCTBIN XapaKTep Y )KEHILUH.
Takyro kKapTHHY MOKHO Habronath y 60—70% cemeii.
VY OOJBHBIX TPU ayTOCOMHO-pereccuBHOM THIe CA
okpammBanue Ha MABS BuiHO Ha Ga3anbHON MeMOpa-
He boymeHOBoO Karicybl 1 coOMpaTebHbIX TPOTOKOB,
TorJa Kak okpamuBanue Ha MAB3 orpunarensHoe.

Oxkpamnanue MAB3 B HOpMe B KOXe HE BBISBIIA-
eTcsl, Torna, kak MABS okpaiuBarot snuepMaibHy o
0azanbHyl0 MeMOpaHy. DTO OKpalIMBaHUE OOBIYHO
oTcyTcTBYeT npu X-cuemieHHoM CA y MyX4uH,
TOTJa KaK Yy >KCHIIUH BBISBISETCS CerMEHTapHas
JIOKaJIM3alus aHTUreHa. Y OOJbHBIX PH ayTOCOMHO-
pPELECCUBHOM THIIE HAclleJOBAaHUS OKpALIMBaHHE
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MABS snuaepmanbHOi 6a3anbHONH MEMOpaHbI SIBIISI-
€TCSI HOPMAJIbHBIM.

Pexomenoayus 2.4. I'emamypus siensemes Haubo-
nee pannum npusnakom CA. MuxpoansOymumnypus, a
8 nocueoyoueM npomeuHypus, 8ulaeisiemcs ¢ bonee
NO30HUL NEpUoO0 U ee GbIPANCEHHOCb onpedeisiem
ckopocmb npoepeccuposanust 3a6onesarusi (HI).

Pexomenoauus 2.5. Unmepcmuyuansrulii pubpos,
KaK u npu Opyaux 210Mepylonamusx, uepaen 8adicHyo
ponv 6 npoepeccuposanuu CA. Ilosmomy mepol Ha-
npasiieHHvle Ha npedynpedicoenue hopmuposanus u
Npocpeccupo8aniisl UHMEPCMUYUATbHO20 ubpo3a npu
CA Heobxo0umo Hauunamo ¢ demckom eozpacme (HI ).

PA3AEN 3. JIEMEHUE

Pexomenoanusn 3. 1. Manvuuxam ¢ CA, cesazannvim
¢ mymayueti COL4A45, komopvle umerom Oeneyuio,
HOHCEHC UNU CRAQUCUHE MYMayuto Uiy umerom 6 ce-
mve crayyau pazeumus mIIH 0o 30 nemmnezo 6o3pacma
O00IICHA NPOBOOUMBCSL OoNiee PaHHAS U AKMUBHAS
mepanus CHUNCAWAs NPOMeUHypuIo, Ymo no360-
JIslem npeoomepamums nospeANcoeHue INUMenuanb-
HBIX KJIEMOK NOYeUHbIX KaAHAAbyed U Ux ampoguio
u npedynpesicoaem pazeumue UHMepCmuyuarbHO20
¢uobposa (HI).

Pexomenoayus 3.2. Ljenv aumunpomeurypuyeckoii
mepanuu crudicenue npomeurypuu menee 0,5 me/me
Kpeamununa unu Ha 50%, eciu HauanvHoe 3naueHue
npomeunypuu meree 1,0 me/me xpeamununa (HI).

Pexomenoayusn 3.3. llepsoil nunueii anmunpo-
meunypuyeckotl mepanuu CA s81a10mes uneudumopbl
aneuomensun-npespawjaioweco gepmenma (Al D).
Hcnonvzyiom pamunpun 6 0oze 1-2 me/m?/24 u, snana-
npun 8 003e 6080e vlute (2—4 me/m?/24 1), iuzunonpun,
Goszunonpun, KeUHANPui 6 003e suemaepo eviute (4—8
me/m?/24 y) (HI).

Pexomenoayun 3.4. Bmopoti nunueii aumunpo-
meunypuueckoil mepanuu CA sensromesi onoxkamopwl
peyenmopog aneuomensuna (bPA). Hcnonw3syrom no-
sapman 6 003e 12,5 me/m?/24u, yosausas 003y kadxcovie
3 mecsiya 00 00CmudICeHUst MAKCUMATLHOU 0036l (Npu
omcymemeuu nobounvix ¢ghexmos) 50 me/m?/24u,
upbucapmar — mpotinas 0oza nozapmana (37,5 me/
M*/24 u), eanvcapman — 1,5 0oza nozapmana (18,75
me/m?/24 v) (HI).

KommenTapun

OCJIO/KHEHHUA TEPAIIHH. Jleduenue npoBOIST
MO/ PETYISIPHBIM KOHTPOJIEM YPOBHS Kanus. [10BbI-
IICHUE €T0 YPOBHS MOXET OBITh CBS3aHO C JICHCTBUEM
uAII® umu BPA u TpedyeTt cHmkeHMs 0361 Ipenapara

Ha 50%, a pu EePCUCTEHIIMH TUIIEPKATHEMUH — 101~
HOW OTMEHBI TepaItu.

ITpu mIIH HaunHAIOT J€YEHNE FeMOJUATU30M HIIH
BBITOJIHSIOT TPAHCIJIAHTALUIO NOYKH. [IpuMepHo y
5% OGOoNBHBIX, MEPEHECIINX TPAHCIIIIAHTALMIO TOUKH,
pasBuBaeTcs HepuT, 00YCIIOBICHHBI aHTUTEIAMH K
0azabpHON MeMOpaHe KIyOO4KOB, IJIABHBIM 00pa3oM y
JIMILL MY>KCKOTO TIoJ1a ¢ X-CHETJIeHHBIM CHHAPOMOM, Y
koTopbIx mlIH pazBuBaetcs 10 30-1eTHEro Bo3pacra.

PA3AEN 4. BTOPUYHASA MPODUSTAKTUKA

B cembsx ¢ X-cuemnennoit popmoit CA npu u3-
BECTHBIX MyTalUAX BO3MOXKHA IIpeHaTaabHas JUarHo-
CTHKa, YTO KpaifHe BaXKHO, €CJIN IJI0/1 MY>KCKOT'0 T10JIa.

PA3OEN 5. NEPCMNEKTUBbI B TEPANNU CA
PeanbHBIX TIEpCHIEKTHB Pa3paOOTKU STHOTPOITHON
tepanuu CA B HacTosillIee BpeMs HET
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