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OBILIASA XAPAKTEPUCTHUKA PABOTDBI

AKTYyaJIbHOCTH TeMbl HccienoBanus. [Iporpeccupyromue 3a0oyeBaHus C pa3BUTHEM
¢hubpo3a KU3HCHHOBAKHBIX OPraHoB 3aHUMAlOT 45% cioydaeB cMepTedl B Pa3BHUTHIX CTpaHaxX. B
CTPYKTyp€ MaTOJIOTUU C BHICOKON CMEPTHOCTHIO XpOHHYEcKasi 00Jie3Hb MOYeK mopaxaer okoso 10%
MHUpPOBOTO HaceneHus. OrpaHuueHUue AOCTYIMHOCTH 3aMECTHTEIIbHOW MOYEYHOW Tepamnuu - Juain3a,
TPaHCIUIAHTAaLMU II0Y€K NPUBOAUT K mporpeccupoBanuto XbII 1o TepmuHanpHOM craguu
spistronuiics aranpHol [Mutsaers H.A. et al., 2016].

AyTOCOMHO-IOMUHAHTHAs TIOJUKHUCTO3HAs O0JI€3Hb MOYEK U CUHIPOM AJIBIIOPTA B MOMYJIALIUT
— penkue 3a0o0lieBaHWs, HO HaumOOJee YACTO BCTPEUAIONINECS B CTPYKTYpE HACIEICTBEHHO
00YCJIOBIICHHBIX 3200JIEBAHH MMOYEK C MTPOTPECCUPYIOIINM TCUECHUEM.

Y 9,3% mnamuentoB ¢ XbII ycraHoBieH reHeTudyeckuil quarHo3 HedpomaTuii, U3 KOTOPBIX
cunapom Anbrnopta u AAIIBII saBnsroTcs Haubosee pacnpocTpaHEHHBIMU MOHOTEHHBIMU MPUYHMHAMU
XBII. Myrammun COL4A3, COL4A4 u COL4AS5 cocraBmsuim 30% mManueHTOB C T€HETHYECKOW
npuunHoi XbI1, a PKD1 u PKD2 — 31% [Groopman E.E., 2019].

Bospact nmoctwkenuss TXIIH y mamuentoB ¢ AJIIIBII umeer 60iblnyi0 WHIMBUAYAIbHYIO
BapraleIbHOCTh, JaKE MEX]Y WICHAMH CeMbU, UMEIOUIMMH OJHY U Ty e mytanuio. Oxono y 50%
mroneit ¢ AJTIBIT passuBaercst TXITH k 60 rogam [Cornec-Le Gall E., 2013]. H3BecteH nporHo3 mnpu
X-cuemeHHoi ¢opme cuHIpoMa AJbropra: okojdo 50% MyKYWH HYKIAIOTCS B auaiu3e u (IH)
TpaHCIUIaHTalMu oYk B Bo3pacte 10 30 met, 80% — x 40 rogam u 100% — k 60 rogam. IlanueHTsI
JKEHCKOTO Tosia ¢ X-CUEIUICHHBIM CHHAPOMOM AIBIIOpTa UMEIOT Oosiee OIarompuUATHBIN MPOTHO3:
0k0J10 12% manueHToB pa3BUBAIOT TEPMUHAIHHYIO CTAIMIO TIOYSTHON HEIOCTATOYHOCTH K 45 rojam, K
60 rogam >TOT nokaszatens yBenuuuBaercs 110 30%, k 80 rogam — mo 40%.

[IporpeccupoBanue 3abojeBaHUil MOYEK Ha MOPQOIOTUYECKOM YpPOBHE XapaKTepU3YeTCS
pazButueM Hedpo- U aprepuockiepoza. DopMUpOBaHHE KIWHUKO-IA0OPATOPHBIX MPU3HAKOB
MIPOTPECCUPOBAHMS HEPPOIATUIA: apTepPUATILHONW TUIEPTEH3UH, MPOTCHHYPUHU, CHIDKCHHS CKOPOCTH
KIIyOOYKOBOM (UIBTpAIIMM, MOXXHO OTCPOYHUTH BO BpPEMEHH, B CBA3M C 4YE€M IIOMCK MapKepoB
nporpeccupoBanuss XbIl Ha paHHUX cTaausIX 3a00JeBaHUS SIBISIETCS MEPCIIEKTHBHBIM HE TOJIBKO ISt
MPOTHO3MPOBAHUS TeueHuss HedpomaTtui, HO W CBOCBPEMEHHOTO Ha3HAYCHHS HOBBIX
MaTOTEHETUYECKH OOOCHOBAHHBIX METOJIOB TEPANHH, YTO TMO3BOJUT 3aMEUIUTh MPOTPECCHPOBAHUE
0OJIe3HM W TPOJOHTUPOBATH JOJUATHM3HBIN STall M SBISIETCS aKTyaJlbHOW 3aJa4eil COBPEMEHHOM
HEPPOJIOTUH.

[IporpeccupoBanue XbII HezaBucumo ot stuonoruu, B ToM uncie npu AIIBIT u cunnpome
Aunerniopta, onpeaensercst pazsutuem TUD [Kosznosckas JI.B., 2005; Eddy A.A. et al., 2004; Liu B.C.,
2018; Oliveira E.A., 2018; Yamanouchi M., 2019; Bagnasco S.M., 2019; Safirstein R., 2021].
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N3BectHO, uTO B OocHOBE (popmupoBaHuss TUD nexuT nucbOamaHc MEXIy CHHTE30M W JIeTpajarueit
(npoteonuzom) komnoneHToB DLIM. ['maBHyt0 posib B mpoleccax pacuieruieHus: KommnoHeHTos 1M
UTPAIOT MaTPUKCHBIE METAJUIONPOTEUHA3bl, IPOTEOIUTHYECKAss aKTUBHOCTh KOTOPBIX PETyIHpYyeTCs
CHUCTEMON WHTHOWTOPOB, BKIIIOYAIOIIMX TKaHEBbIe HHTHOUTOPHI MertautonporenHa3 (TUMII) u
uHruouTop akTMBaropa miasmuHorena I tuma (ITAUW-1) [Eddy A.A. et al., 2006; Pakshir P., 2018;
Flevaris P., 2017; Rabieian R., 2018].

B cBs3M ¢ 3TUM HapylIeHHE CHUCTEMBbI IPOTEOJIM3a MPHUBOIAUT K PAa3BUTHIO HE(PPOCKIEPO3a.
Bmecre ¢ Tem, naHHBIX 00 OCOOEHHOCTAX M3MEHEHHUS CHCTEMbl NPOTEON3a, €€ KIMHHUKO-
MPOrHOCTUYECKOM 3HAUEHUU MPU ayTOCOMHO-JOMHUHAHTHOM TOJMKUCTO3HOM OOJE€3HU IOYeK U
CHHIIpOME AJIBIIOpTa B COBPEMEHHOH JIMTEpaType HEJOCTATOYHO, YTO OOYCIIaBIMBAET AKTYaJbHOCTh
JTAHHOT'O HCCIIEI0OBaHUS.

CreneHb pa3padoTaHHOCTHU TeMbl. POJIb MATPUKCHBIX METANIONPOTEHHA3 U UX UHTUOUTOPOB
OCBeIlleHa B TPYyJaX MHOTHX aBTOPOB, MPEHMYIIECTBEHHO HKCIIEPUMEHTAJIbHBIX paboTax, B KOTOPBIX
MOKa3aHO HapyIIEHUE SKCIpeccHu (HaKTOPOB MPOTEOIH3a MPU Pa3IMYHBIX BapHaHTaxX HedpomaTuii, B
ToM ymciie u ipu cuaapome Ansnopra AJIIIBIT [Ahmed A.K. et al., 2009; Cai G. et al., 2008; Eddy
A.A., 2009; Liu B. et al., 2012; Meehan D.T. et al., 2009; Norman, J.T. et al., 2011; Zeisberg M. et al.,
2006; bobkoa M.H. u ap., 2006; Zakiyanov O., 2021; Parrish A.R., 2017; Zeisberg M., 2010].
OpnHako XapakTep W CTeleHb BhIpakeHHOCTH M3MeHeHui B cucteme MMIT/TUMII Ha pa3HbIx dTamax
TE€4YeHUsI 3a00JI€BaHMM, UX B3aUMOCBA3b C PUOPO3HBIMU U3MEHEHUSIMHU B TYOYJIOUHTEPCTULIMH MOYEK Y
JETEW 10 HAcTOALIET0 BPEMEHM He Hu3ydeHa. MccienoBaHus IO OLIEHKE YPOBHS KOMIIOHEHTOB
CUCTEMBI NIPOTEOJIM3a B Moue NanueHToB ¢ cunapomoM Ansnopra u AJIIIBII otcyrcTByrOT.
OmnpeneneHne KIMHUKO-NPOTHOCTUYECKOTO 3HAUEHUS MATPUKCHBIX METAJIONPOTEMHAa3 U HX
uHruoutopos y nereit ¢ A/IIIBII u cunnpomMom AsnbropTa mpencTaBiIsieTcsl akTyadbHbIM U 3HAYHMMbIM
IUIsE pa3pabOTKU HOBBIX METOJOB JieueHHS W 3amemneHus pa3Butus XbBII mias mponoHrupoBaHHsS
JOJIMATTU3HOTO JTana TeUeHHUs] ayTOCOMHO-JIOMUHATHOM MOJMKUCTO3HOM OO0JIE3HU MOYEK M CHHApOMA
AnbnopTa y nere.

Lenp wuccaenoBaHusi — YCTAaHOBJIEHHWE KIMHMUYECKOIO M TMPOTHOCTHYECKOTO 3HAYCHMS
MOKa3aTeei ypOBHS MAaTPUKCHBIX METAJUIONMPOTEWHA3 U UX WHTHOUTOPOB B KPOBH M MOYE y JHeTei
OpU ayTOCOMHO-JAOMHHAHTHOW ITOJMKUCTO3HOM OONIE3HM TOYeK W CHUHApoMe Aublopra Jyis
pa3paboTKH paHHUX KPUTEPHUEB UX MPOIPECCHUPOBAHUSI.

JIJ1s TOCTHKEHUS! IOCTaBJICHHOM 1€ COPMYIUPOBAHBI U PELIEHBI CIEIYIOUIIE 3aJaUHu:

1. YcTaHOBUTH CBSI3b YPOBHSI OCHOBHBIX KOMIIOHEHTOB CHCTEMBI MPOTEONN3a — MAaTPUKCHBIX
MeTajuionpoTenHas 2, 3, 9 TunoB u GakTopoB, perynupyoumx ux aktuBHocts: TUMII-1, TUMII-2 u

[TAU-1 (uuruOuTopa akTHBaTopa MJa3MHHOreHa | THWIa) B KpOBM M MOue y JeTell ¢ ayTOCOMHO-
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JIOMUHAHTHON TIOJUKUCTO3HOW OOJIE3HBIO TOYEK W CHHIPOMOM AJBIIOPTa C TEHICPHOU
IIPUHA]JIEKHOCTHIO, OTATOIIEHHOCTBIO HACJIEACTBEHHOIO aHAMHE3a 110 [1aTOJIOTUHU TOYEK.

2. BBISBUTH CBsI3b MOKa3aTeliel YPOBHS MAaTPUKCHBIX METAIIONPOTENHA3 U UX WHTHOUTOPOB B
KPOBU M MOYE C BBIPAKEHHOCTBIO KIMHUYECKUX NPOSBICHHM y JIeTell C ayTOCOMHO-IOMHUHAHTHOMN
MOJIMKUCTO3HOM 00JIE3HBIO MOYEK M CUHIPOMOM AJIBIIOPTA.

3. OnpenenuTh CBsI3b YPOBHEW MATPUKCHBIX METAJUIONPOTEHHA3 U MX HHTUOMTOPOB B KPOBU U
MOU€ C XapaKTEpOM TEUEHUS ayTOCOMHO-IOMUHAHTHOMN MOJIMKUCTO3HON OOJIE3HU MOYEK U CUHAPOMA
Aunbniopta y aeTen.

4. Pa3paborarh MNPOTrHOCTUYECKUE KPUTEPUU HEOJArONpUATHOIO TEUEHUS ayTOCOMHO-
JIOMHHAHTHOM MOJIMKKUCTO3HOM OO0JIC3HH MOYEK M CHHIpOMA AJIBIIOPTA y ACTEH.

Hayunass HoBH3HAa wucciieoBaHMA. BrepBble yCTaHOBIIEHO, UYTO TSKECTh apTepHalIbHOM
TUIEPTEH3UHU, YBEIIMYCHUE CyMMapHOro 00beMa MOoYeK, CHUKEHHE HHJIeKCa MHTErpajbHOro 3aXBara y
JeTel ¢ ayTOCOMHO-IOMUHAHTHON MOJUKHUCTO3HOM 0OJIE3HBIO MOYEK KOPPETUPYIOT C BHIPAKEHHOCTHIO
nucOanaHca B CHCTEME MPOTEONH3a, MPEXIE BCETO, 32 CYET MOBBIIMIEHHOTO YPOBHS HHTHOWTOPOB
MaTPUKCHBIX METAJUIONPOTENHA3 (TKaHEBOTO MHIMOUTOpa MaTPUKCHBIX METauIoONpoTenHas | Tuma u
MHTHOUTOpA aKTUBATOpA MJIa3MUHOTeHa | THIa) B CHIBOPOTKE KPOBH U MOYE.

JlokazaHo, YTO TPOTHOCTHUYECKH HEOIArompusTHBIMU MapKepaMH IPOrPEeCCUPOBAHUS
ayTOCOMHO-IOMUHAHTHOM TIOJIMKUCTO3HON OOJIE3HH IIOYEK SBJISIIOTCS BBICOKHI CHIBOPOTOYHBINA U
MOYEBOM YpOBHHM aKTHBHOCTH HMHTMOMTOpA aKTUBATOpa IUIAa3MUHOTEHA | TuUIMA, BBICOKHI MOYEBOI
YpOBEHb TKaHEBOT'O WHTMOWTOpA MATPUKCHBIX METaJUIONpOoTerHa3 | Tuma u HU3KUA K0d(PPHUIHEHT
MaTPUKCHOW METaJUIONPOTEHHA3bl 2 THMA K TKAHEBOMY MHTUOUTOPY MAaTPUKCHBIX METaJUIONPOTEHHA3
2 Tuma B CIBOPOTKE KPOBH.

VYcTaHOBIEHO, YTO 4YeM TsDKelee apTepualibHas THUIEPTEH3Us, pPa3BUTHE MPOTECHUHYPUU
He(POTUYECKOTO YPOBHS Y JIeTel C CHHIAPOMOM AJNBIOPTa, TeM OoJjiee BhIpakeH AucOaiaHc B cUCTEMe
MPOTE0IN3a, MPEK/E BCETrO, 32 CUET CHUKEHHOTO YPOBHS MaTPUKCHOM METAJUIONPOTENHA3bl 9 TUNA B
KPOBU M MOY€ ¥ TOBBIIIEHHOTO YPOBHS MHTHOUTOPOB MaTPUKCHBIX METAJUIONPOTENHA3 — HHTHOUTOpA
aKTHUBATOpa IUIa3MHHOTE€HA | THINA U TKAaHEBOTO MHIMOMTOpAa MAaTPUKCHBIX METAJIONpoTenHa3 1 Tuma
B Mode. He BBISIBIIEHO CBsI3U (DAKTOPOB MPOTEOJIM3a B KPOBH M MOUE Y JETEH C CHHAPOMOM AIBIIOpTa
B 3aBUCMMOCTH OT HAJIMYMUSI CEHCOHEBPAIIbHOU TYTOyXOCTH.

MapkepaMy MpOrpeccCUpyIOIIero TeUEHUs: CHUHApoMa AJbIOpTa SBISIOTCS HU3KUH YPOBEHBb
MaTpUKCHOW METAJUIONPOTEHHA3bl 9 THUIAa W BBICOKMA — TKAHEBOTO HMHTHOWUTOpAa MATPUKCHBIX
MeTaJuIoNpoTerHa3 | Tuma B CHIBOPOTKE KPOBU U B MOUE.

Pa3paboranbl HaydyHO OOOCHOBAaHHBIE MaTEMATHYECKHE MPOTHOCTHYECKHE MOJEIH IS
BBISIBJICHUSI OOJBHBIX C ayTOCOMHO-JIOMUHAHTHOW IOJMKUCTO3HOM OOJIE3HBIO MOYEK M CHUHAPOMOM

AJBIIOpTa ¢ BBICOKMM PUCKOM MPOTPECCHPOBAHUSI.



Teopernyeckass WM NpaKTH4YecKas  3HAYUMOCTb.  YCTaHOBIEHAa  BO3MOXKHOCTb
IPOTHO3UPOBAHUS HEOJIArONPUATHOTO TEYCHUS AyTOCOMHO-JOMHUHAHTHOM MOJMKHCTO3HOW O0JIe3HU
IIOYEK Yy JeTed IpPU BBIABICHUU BBICOKOIO CHIBOPOTOYHOIO M MOYEBOIO YPOBHEM AKTMBHOCTH
MHTUOMTOpaA aKTUBATOpA IIa3MMHOIEHa | TuIa, BBICOKOTO MOYEBOI'O YPOBHS TKAHEBOI'O MHTHMOUTOpa
MaTPUKCHBIX METAUIONPOTENHAa3 1 Tuna U HU3KOro ko3dduuueHTa MaTpuKCHOM METaJIONPOTEHHA3bI
2 Tuma K TKaHEBOMY MHIMOUTOPY MAaTPUKCHBIX METAJIJIONPOTENHA3 2 TUIIA B CBIBOPOTKE KPOBHU.

OOocHOBaHO BKJIIOUEHHE B O0OCIeIOBaHME MALUMEHTOB C ayTOCOMHO-JIOMHMHAaHTHOMN
HOJMKUCTO3HOW OOJIE3HBIO IOYEK M CHHIPOMOM AJBIIOPTAa HCCIEAOBAHUE CBIBOPOTOYHOIO U
MOYEBOI'0 YPOBHEN MaTPUKCHOW METAJUIONPOTENHAa3bl 9 THIla, MHTMOUTOpa aKTHBATOpa IJIa3MUHOI'€HA
| Thma ¥ TKaHEBOTO MHTHOMTOpPAa MATPUKCHBIX METAJUIONpPOTEeMHA3 | Tuma Ais MPOrHO3WPOBAHUS
TSYKECTU apTEPUAIBHON TMIIEPTEH3UU.

IIponeMoHcTpUpOBaHa 11€71eCO00Pa3HOCTh OINPEEIEHUs] TKAHEBOIO MHIMOMTOPAa MaTPUKCHBIX
METaJuIoNpoTenHa3 | Tuma B ModYe JUIsl IPOTHO3UPOBAHUS PA3BUTHUS NPOTEUHYPUH HEPPOTUUECKOTO
YPOBHS y JI€T€H ¢ CUHAPOMOM AJBIOPTA.

[IpemiosxkeHo TPU ayTOCOMHO-JIOMHHAHTHON MOJMKUCTO3HOW OOJIE3HM TOYEK M CHUHIPOME
AJnbropra UCNOIb30BaTh pa3paboTaHHbIE MATEMATHYECKUE IPOIHOCTUYECKHE MOJIENHN IS BBISIBICHUS
HAlMEHTOB C BBICOKMM PHCKOM OBICTPOIO MPOrpecCUpOBaHMs 3a00I€BaHMUS.

Metoposiorust M MeTOAbI HMCCAeAOBAHUS. MeETONONOTHS MCCIECNOBAaHUSA  BKJIIOYaIa
orpeziesieHue ypoBHEHN (akTOpOB MPOTEO0JIN3a B CBIBOPOTKE KPOBU U MOYE, OLIEHKY (PYHKIIMOHAIBHOIO
COCTOSIHUSI TOYEK M XapakTepa Te4yeHus 3aboieBaHus y JeTed ¢ ayTOCOMHO-JIOMHHAHTHOU
MOJMKUCTO3HOW OOJIE3HBIO TMOYEK W CUHAPOMOM AJbHOpTa C TNPUMEHEHHEM KOMILIeKca
AHAMHECTUYECKUX, KJIMHUYECKUX, Ja0OpaTOpHbIX W  HMHCTPYMEHTAIBHBIX  OOCIEIOBaHU,
HCITOJIb30BAHNE MAaTEMAaTHYECKOW CTATUCTHUKH.

IHonoxenus, BLIHOCHUMbIE HA 3ALIUTY:

1. OTcyTCcTBYET B3aMMOCBSI3b YPOBHSI MATPUKCHBIX METAJUIONPOTENHA3 U UX MHTMOUTOPOB
B CBIBOPOTKE KpoBH U Moue y nereit ¢ AJIIIBIT u cunapomom AnbrnopTta B Bo3pacte ot 2 10 17 ner ¢
TEHJEPHBIM NIPU3HAKOM, OTSATOLICHHOCTBIO HACIEACTBEHHOIO aHAMHE3a, B TOM YHUCJE IO PaHHEW, 110
30 net, repmunanbHOi XIIH y nereit ¢ cuaapoMom Asbropra.

2. @akropamu pucka ocinoxneHuid AJIIIBII y nereit sBusercs cHwxenue MMII-9 u
nossimieHne TUMII-1 B cbiBopoTke KpoBH M Mode, moBblieHHe akTuBHOCTU [TAU-l B chiBOpoTKe
KpOBH, a Ui cuHapoma Aubriopra y aetedl — nosbimienne TUMII-1 B moue.

3. @®akropamu pucka nporpeccupyromero teuenus AJIIIBII y nereit  sBusercd
nosbimienne THUMII-1 wu aktuBHoctn IIAU-I B  creiIBOpoTKE KpoOBH, (akTopamu pucka
MPOTPECCUPYIONMIETO TeueHus cuHapoMa Anbnoprta — cHmkenne MMII-9 u noseimenne TUMII-1 B

CBIBOPOTKE KPOBH M MOYE.
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4, HeszaBucumbiMu nipeaukTopamu nporpeccupoBanust AJIIIBIT yctaHOBIeHBI aKTUBHOCTH
[TAU-I B kpoBu, kodpdumument MMII-2/TUMII-2 B KpoBH U CyMMapHblii OOBEM IOYEK,
CKOPPEKTHPOBAHHBIN HAa IOBEPXHOCTH Teuna, A cunapoma Ansnopra — TUMII-1 B moue.

5. Pa3zpaborannsie MaTeMaTUYeCKHe IIPOTHOCTUYECKHUE MOJEeNn MIO3BOJISIIOT
muddepennuposars nereid ¢ AHAIIBII u curapomom AnbrnopTa ¢ MpOrpecCUPYIONTUM TEYCHHEM, YTO
CHOCOOCTBYET MOBBIIICHUIO Y3PPEKTUBHOCTH TEPATTHH.

CooTBercTBHE JHCCEPTALMM NACHOPTY HAY4YHOH CHeHMaJbHOCTH. JluccepTalliOHHOE
WCCJICIOBAHUE TPOBEJIEHO B COOTBETCTBHM C QopMynon crnenuanbHoctd 3.1.21. Ilenuarpus,
OXBAaThIBAIOIIEH MPOOJIEMbl U3Y4YEHHUs BPOXKICHHBIX M HACJIECICTBEHHBIX OOJIe3HEW y NeTell, a Takxke
pa3paboTKX METOJOB TUATHOCTHKH U JICYCHHSI IETCKUX OoJie3Hel (M. 5 u 6 00J1acTH HCCIeI0BaHus).

CreneHb  J0OCTOBEPHOCTH  pe3yJbTaToB. JlOCTOBEpPHOCTh  MOJIYYEHHBIX  JAHHBIX
o0OecreunBaeTcs I0CTATOYHBIM U PEMPE3CHTaTUBHBIM 00BEMOM BBIOOPOK 00CIIEeI0BaHHBIX MAlUEHTOB,
UCIIOJIb30BAHUEM COBPEMEHHBIX M  aJEKBaTHBIX METOJIOB HCCJIEJOBAHMS, HCIOJb30BaHUEM
COBPEMEHHBIX METOJ0OB CTaTHUCTUYECKOM 0OpabOTKM TMOJYYEHHBIX JaHHBIX B COOTBETCTBUHU C
KPUTEPHSIMH JJOKa3aTeIbHON MenquHbl. CHOpMYIHMPOBAHHBIC B TUCCEPTALINN BBIBOBI, TIOJIOXECHHS U
PEKOMEHJallMd apryMEHTUPOBAHbl M JIOTMYECKH BBITEKAIOT M3 CHCTEMHOrO aHaliu3a pe3yJbTaTOB
BBINIOJIHEHHBIX Pa3HOIUIAHOBBIX UCCIIEAOBaHUM.

[IpoBeaeHne AMCCEPTALIMOHHOTO HCCIEAOBaHUs OA00peHO ITuyeckuM komutetom DOI'BY
«Mocxkosckoro HUUM neaunarpun u nerckoit xupyprun» Mun3sapascorpa3suTtus Poccun (Beinucka u3
nporokosa JIOK Ne 37 or 20.12.2011 r.; B 2014 r. yupexneHue nepemmeHoBaHo B «HayuHo-
MCCJIEIOBATENbCKAN KIMHUYECKUM HMHCTUTYT Neauarpuu uMeHHu akagemuka [O. E. Benpruiuesa
OI'AOY BO PHUMY wuwm. H. Y. [Tuporosa Munsapasa Poccuny, npuka3 Ne 3 ot 17.01.2014 1.).

Pe3ynbrarel paboThl M0OMOXKEHBI W OOCYKIEHbl Ha COBMECTHOM Hay4YHO-NPAKTUYECKOU
KOH(EepeHIIMH COTPYAHUKOB OTJeNa HACJIEJICTBEHHBIX M INPHOOPETEeHHBIX OoJie3HEH MOYeK MMEHU
npopeccopa M. C. HUrnatoBoili 000COOJEHHOTO CTPYKTYpHOro mojpasaeneHus Hayuno-
MCCJIEIOBATENbCKUN KIMHUYECKUH WHCTUTYT MEIWaTpUM M JETCKOM XUPYPrMM HMMEHM aKaJeMHuKa
1O. E. Benprumesa enepanbHOT0 rocy1apcTBEHHOTO aBTOHOMHOTO 00pa30BaTEIbHOTO YUPEKICHUS
BhICIIEro  oOpa3zoBaHusi  «PoccuiiCkuMii  HAIMOHANBHBIA  HCCIENOBATENICKUM  MEIUIIMHCKUAN
ynusepcuter umenu H. W. IIuporosa» MwunucrtepcrBa 3npaBooxpaneHus Poccuiickon ®enepauuu
08.12.2021 r, mpotokoi Ne 6.

Matepuansl JuccepTalMy MPEJICTaBICHbl Ha HAyYHO-NPAKTUYECKHMX KOH(EpeHIHUsIX C
MEXIYHAPOJHBIM y4acTHeM, 3apy0OexHbIx KoHrpeccax: XIV Poccuiickuii konrpecc «/IHHOBallMOHHBIE
TEXHOJIOTUH B NeIUaTpuu 1 AeTckor xupyprum» (P®, r. Mocksa, 2015 r.), 55th ERA-EDTA Congress
(danms, 2018 1.), 18th Congress of the International Pediatric Nephrology Association (Mramwus, 2019
r.), 54th ESPN Annual Meeting (Cnosenust, 2022 r.).
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BHeapenue pe3yabTaToB HcciaenoBaHMs. (OCHOBHBIE TOJIOKEHUS, W3JIO0KECHHBIE B
JMICCEPTALMOHHON paboTe, BHEPEHBI B IPAKTUYECKYIO IEATEIILHOCTh pabOThI OTJeNIeHHs He(hpOIOTUn
roCy/IapCTBEHHOTO OIOJDKETHOIO  YUPEKIEHHUS 3ApaBooXpaHeHMsi ropoaa MockBbl «JleTckas
ropoJickas KiIMHu4YecKas OonpHua uMeHH 3. A. banuiseBoii /lenapramenTa 31paBooxpaHeHus Topoja
Mocksbs» (T. MockBa) ¢ 2022 r., akt BHeApeHus oT 15.04.2022 r., u oTaena HACIEICTBEHHBIX U
nprOOpeTeHHBIX Oone3Hed mouek wumeHH npodeccopa M.C. UWrnatoBodi 000c0OOIEHHOTO
CTPYKTypHOTo nojpaszaeneHuss HayuyHo-uccienoBaTeabCKoro KIMHUYECKOT0 MHCTUTYTA MEIUaTPUU U
neTckoil xupypruum umenu akanemuka HO.E. BenbTuiesa denepaabHOr0 TrocyaapcTBEHHOTO
ABTOHOMHOT'O 00pa30BaTEIbHOIO YUYPEXACHHs BhICIIEro oOpa3oBaHus «Poccuiickuii HalMOHATBHBIN
UCCIIENOBATENBbCKUN  MeauuuHckui  yHuBepcurer umenu H. WM. Iluporosa» Munucrepcrsa
3apaBooxpanenus Poccuiickoit denepamuu (r. Mocksa) ¢ 2022 r., akt BHenpenus ot 13.04.2022 r.

JInyHbIH BKJAQJA aBTOpPa. ABTOp JIMYHO Y4YacTBOBAJl BO BCEX JTalax BbIITOJIHEHUS
JTUCCEPTAIMOHHOTO UCCIIEJIOBAHUS: B (JOPMUPOBAHUU UAECHU U THIOTE3bl HCCIEIOBAHMUS, BHITIOTHEHUN
aHaJIM3a OTCUSCTBECHHOW U 3apyOeKHOW JIUTEpaTyphl 10 U3yd4aeMOU TeMe, ONPEIeIICHUH TIeH, 3a/1ad,
BbIOOpE aJ€KBATHBIX METOJIOB HCCIIEOBaHMs, pa3pabOTKe MPOTOKOJIOB uccienoBaHus. Couckarenb
JIMYHO MPOBOAMI aHAINU3 KOTOPTHI MAIlMEHTOB, OOPATUBIIMXCS 33 MIOMOIIBIO B OT/JEJ HACIEACTBEHHBIX
U npuoOpeTeHHbIX Oosie3Hel noyek umenu npodeccopa M. C. Urnarosoit OCIT HUKU nenuatpuu u
nerckoil xupypruu uM. akagemuka lO. E. Benptumesa ®I'AOY BO PHUMY um. H. U. [luporosa
M3 P®. ABropom npoBeneHa cTpaTuduKalys MalueHTOB /IS MPOBEACHUS UCCIEI0BaHUs, COTJIACHO
KPUTEPHSM BKIIOYEHHS M HCKIIOYEHUs cPopMupoBaHa 0a3za JaHHBIX C MOCIEIYIOUMM aHAJIN30M
NOJYYEHHBIX pPE3yJlbTAaTOB, MpPOBEAEHA CTAaTUCTHUYECKas oO0paboTKa pe3yabTaTOB M MOATOTOBKA
OCHOBHBIX MYyOJHMKalUi MO BBIMOJHEHHOW pabote. Hammcanwe rimaB mucceptaruu, (GopMyInpoBKa
OCHOBHBIX TOJIOK€HUI, BBIHOCUMBIX Ha 3alIUTy, BBIBOJIOB M NPAKTHUECKUX PEKOMEHAALUN
OCYIIECTBIISIIMCH JINYHO aBTOPOM.

IMy6amkanuu. Ilo Teme aumccepranuu ONMyOIMKOBAHO MAECATh MEYaTHBIX pPaboOT, JBa U3
KOTOPBIX — B U3JaHUSIX U3 MIEPEUHs PELEH3UPYEMbIX HayuHbIX KypHaioB BAK Muno6pnayku P®.

B cootBercTBuu ¢ 1. 14 TlonoxeHus NpeCcTaBlIeHO 3aKI0YeHNE « IKCIIEPTHO-aHAIUTHYECKOTO
nentpa PAH» Ne 180422-1 18.04.2022, nmpoBepka 1o nporpamme «AHTuUIiaruaT cocrasuia 88,20%
OpPUTMHAJIBHOTO TEKCTA.

Ctpykrypa u 00bem auccepraumu. [{uccepramuonnas pabora u3noxkeHa Ha 234 cTpaHuIax
MEYaTHOTO TEKCTa Ha PYCCKOM S3bIKE, COCTOUT W3 BBEJCHHS, YEThIpEX TIJIaB, BKIIIOUYAIOLIUX 0030p
JUTEpaTyphl, MaTepuallbl M METOAbI, COOCTBEHHBIE WCCIICOBAHUS, 3aKIIOUYEHUE, BBIBOJIBI,
NPaKTUYEeCKHe PEKOMEHAllUU, CITUCOK COKpAIlEHUH M YCIOBHBIX 0003HAYEHUH, CIIMCOK JINTEPaTyphI,
npuioxkenue. Juccepranus wuntoctpupoBana 109 tabnuuamu u 32 pucynkamu. CIECOK JIUTEPaTypbl

comepxut 248 pabot, Briarouast 30 oTedecTBEHHBIX U 218 WHOCTPaHHBIX HCTOYHUKOB.
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OCHOBHOE COJAEP)KAHUE PABOTbI

Marepuajbl 1 MeTOABI HCCJIEI0BAHUS

JlJis perieHust MOCTaBIEHHBIX 3a7]ad B UCCIICIOBAaHUE BKITIOYEHO 84 pebeHKa B BO3pacTe OT 2 110
17 ner, U3 HUX OCHOBHYIO IPYIIY COCTaBMJIM 72 peOEHKAa C MOHOTEHHBIMHU 3a00J€BAHUAMU IOYEK,
KOTOpBIE COOTBETCTBOBAJIM KPUTEPHUSAM BKIKOYECHHA U HckimoueHus: 40 nerel ¢ ayTOCOMHO-
JOMHHAHTHOM TOJMKHUCTO3HOU 00JIe3HBIO MoYeK (23 manpurka u 17 JeBOYEK, HA MOMEHT BKITFOUCHHS
MenuaHa Bo3pacra coctaBistia 11,8 mer (6,0-15,0); u 32 pebenka ¢ cunapomom Aubmnopra (15
MaJlbYMKOB W 17 1eBOYeK, Ha MOMEHT BKIIOYCHHsS MeauaHa Bo3pacta — 10,5 mer (7,5-15,0));
KOHTPOJIBHYIO TPYIITY COCTaBWIA 12 aeteit 6e3 modyeuHoi narosioru (7 MaJbuMKOB M 5 JIE€BOYEK, B
Bo3pacte 12 net (7—13)). Cpenusist nponomxutensHocTs Habmoaenus nereid ¢ AJIIIBIT cocraBuna 4,0
roza (3,05-5,0), ¢ curapomom Anwsrniopra — 5,5 net (3,5-6,5).

Kputepuu BritoueHus: B uccienopanue: 1) noarsepxaenusie AJIIIBII u cunapom Anbrnopra;
2) Bo3pact oT 2-x 10 17 ner; 3) noanucanHoe HHPOPMUPOBAHHOE COTIIACHE.

Kpurepun nckimouenus: 1) mis AJIIBII — nHanmuuue conuTapHBIX KUCT HOYEK, ayTOCOMHO-
peueccuBHasl MOJIMKUCTO3Has OO0JIe3Hb IIOYEK, IOJIMKUCTO3 IIOYEK B paMKax HaclIeJCTBEHHBIX
cuaapomoB (cunapomel [lepemeBckoro—Tepuepa, Xunnens Jlunnay, bapne—bumis, TyOepo3Hblii
CKJIEepOo3 M Jp.); 2) Uls CHUHApOMa AJbIOpTa — Hajauuue reMaTypuu (00e3Hb TOHKUX Oa3albHBIX
meMmOpaH, cemeitHas IgA-HedpomnaTus, rematypus NpU CUCTEMHBIX 3a00JeBaHMAX); 3) OTKa3 OT
MOJAMUCAaHUS THPOPMUPOBAHHOTO COTJIACHSI.

Kpurepusamu nuarnoctuxu ans AJIIBIT ansuucs: y nereid ot 1 no 15 net — nanuuue 1 unum 2
KHCT B MOYKaX (OJHOCTOPOHHHMX WJIM JABYXCTOPOHHHX) MO JaHHbIM Y3U mpHu HaJIUMUMHU MOJIMKHCTO3a
NOYeK y POJCTBEHHUKOB mepBoil muHuu poactsa [Reed B. et al., 2008; Gabow P.A. et al., 1997]; y
nere crapumie 15 ner — Hanuuue Oosiee TpeX OAHO- WM JIBYXCTOPOHHUX KHCT TpPU HAIUYUHU
HOJIMKKCTO3a MMOYEK Y POACTBEHHUKOB MepBoil uHuu poxactea [Pei Y. et al., 2009]; mpu otrcyrcTBUM
oTsromeHHoro cemeiHoro anamue3a o A/IIIBII m npm nHammuum no nanHeiM Y3U yBenuuenus
pa3MepoB Mmouek u Oosiee 5 IBYCTOPOHHUX KUCT — mpejanoiaranack myTamnus de novo [Reed B. et al.,
2008].

KpurepusiMmu UarHocTUKd Jisi CHUHApoMa AJblopTa OBUIO HaJM4YUe JUATHOCTUYECKHX
IIPU3HAKOB. [ 7IaBHBIM KPUTEPUM — HaJIM4ME CTOMKOW remarypuu. B ciydae, xorga y mnamueHTOB
OTMEYAJIOCh HaJM4YMWe OJHOW WM HECKOJBKMX BTOPHUYHBIX MPU3HAKOB WM JABYX/HECKOJIBKO
JOTIOJTHUTEIbHBIX TPU3HAKOB B JOMOJIHEHHWE K OCHOBHOW XapaKTepUCTHKE, ObLI JMarHOCTUPOBaH
curzpom Asnbnopta (I. OcHOoBHas xapakTepucTHKa: cToiikas rematypus; 1. Bropuunsie npusnaku: I1-
1. Myrauuu B renax komnareHa [V tuma, II-2. AHomanbpHas skcnpeccust koareHa [V tuna, I1-3.
Hapymenus, cienuduanasie 11 0a3anpHo MeMmOpanbl ki1yooukos; II1. JlomomHUTENbHBIE TPU3HAKHY:

I11-1. Cemeiinbiii anamue3 3a0oseBanmii movek, [11-2. JIBycTopoHHss HelipoceHcopHas riryxora, [11-3.
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['mazneie anomanuu, I1I-4. [Iuddysueiii neiitomnomaros) [Flinter, F.A. et al., 1988; Nozu K. et al.,
2019]. BmocnencTBuM BceM JETSM JMAarHO3 «CHHAPOM AJbIOpTa» ObUI TMOATBEPXKICH JHOO
poBeJicHuEM MOP(HOIIOTHYECKOTO UCCIIeJoBaHus HedpoOuomnrTaTa, JIMOO MPOBEACHUEM MOJICKYJISIPHO-
regeTnyeckoro uccienosanusa merogom NGS.

KouTponbHyto rpynmy coctaBuiud 12 mNpakTUYECKH 3J0POBBIX JeTed, HE HMEIOIINX
3a0oneBaHuii mouek. 3a00p KpOBM M MOYHM Yy JEeT€ld KOHTPOJBHOW TPYMIIBI MPOBOJWICS B paMKax
oOcienoBaHusl mnauueHToB B VHCTUTYyTE 1O MOBOAY MAUCKUHE3UU JKEIUYEBBIBOMALIMX IyTEH B
OTJICJICHUH TaCTPOIHTEPOJIOTHH, a TAaKXKe Tepe]] MPOBEACHUEM XUPYPruuecKord Koppekuuu Gpumosa B
OTJICJICHUH JETCKOW XUPYpPrHH.

Bcem nanueHTam BBILIENIEPEUUCICHHBIX TPYNI IPOBEACHO KOMIUIEKCHOE O0CIIE€JOBaHUE!
KJIIMHUKO-T€HEAJIOTMYECKUN aHallu3 € M3YyYEHUEM pOJIOCIOBHBIX, YTOYHEHHMEM MAacChl Tejla IpU
POXKICHUM MAIMEHTOB, OLIEHKOW cBepeHui o Hanmuuuu 3aboneBanniit OMC u XBII y poacTBeHHUKOB,
npo0aHIoB; KIMHUYECKOe O0cCleoBaHie JeTeil B MpU BKIIOYEHUH B HMCCIEIOBAHUE M B JHUHAMHUKE
HAOJIIOJIEHUSI C OLICHKOW (PM3MYECKOT0 pa3BUTHUsS, HAJIMYME U BBIpAXXEHHOCTh AJl; QpyHKIMOHaIbHOE
uccnenoBanne noyek ¢ onpexaeneneM pCKd, paccuntannoit mo gpopmyne IIBapia, a Takke TEeMITbI
CHIW)KeHHUS (YHKIMHA TOYeK B roJ Ha ocHoBaHUM pacdeTHOH CK® c¢ yuetom mqnmurenbHOCTH
HabOmoIeHus; HHCTpyMeHTanbHoe oocnenoanue (Y3U, CMAJL; ctatuueckas HeppocuHTUTpadus ¢
BHyTpuBeHHBIM BBegeHHeM TC-99mTexnemek (JJMCA) ¢ nocnenyromum pacuerom UN3), TonanbHas
[OpOroBasi ayAMOMETpUs s JeTed C CHHIPOMOM AJBIOpTAa; ONPENCIEHHEe MATPUKCHBIX
metayutonporenHas MMII-2, MMII-3, MMII-9 u WHrHOMTOPOB MAaTPUKCHBIX METAJUIONPOTEHHA3
TUMII-1, TUMII-2 B CbIBOPOTKE KPOBH M MO4Ye, KOTOPOE MPOBOAMIOCH UMMYHO()EPMEHTHBIM
METOJIOM C wucmnosib3oBanueM HabopoB peaktuBoB ELISA/R&D Systems Quantikine, CIIA;
OIpEeICIICHUE WHTUOUTOpA MaTPUKCHBIX METAJUIONPOTENHA3 I[MTAU-I MPOBOAUIIOCH
UMMYHO(EepMEHTHBIM MeToZioM peakTuBamMu ¢upmMbl Technoclone (ABctpusi) Ha naGopaTopHOM
anaimuszarope Wallac 1420 Miltilabel Counter (Victor 2) (PuHIAHANSA); BCe MOKA3aTENN MaTPUKCHBIX
METAJIJIONPOTENHA3 U UX MHTHOMTOPOB B MOYE MEPECUUTHIBAINCH HA YPOBEHb KpEaTMHMHA B MOYE U
BhIpakayinch B Hr/MMoIb Cr st MMII, TUMII u anturena [TAU-1, a mns aktuBaOocTH [T1AU-1 B MOUe
— En/mMmons/Cr; cratuctuyeckass o0paboTka JaHHBIX HMPOBOJMIIACH C MCIOJIB30BAHUEM IPOrPAMMBbI
IBM SPSS Statistics v.26 (paspabotunk — IBM Corporation) u GraphPad Prism 8.0 (GraphPad
Software, San Diego, CA, CILIA).

PesynbTaTsl Hecjief0BaHUSA U UX 00CyKIeHHE
ITpoBenenHbIi aHaIM3 HaKTOPOB MPOTEOIN3a B KpoBU 1 Moue y nereit ¢ AJIIIBII u cunapomom
AnpniopTa B 3aBUCHUMOCTH OT TeHJepHoro npusHaka (rpynma geteit ¢ AJIIBIL: 23 manpumka u 17

JeBOYeK, Menuana Bospacta — 11,8 (6,0—15) (menuana Bo3zpacta mampuukoB — 13,0 (9,0—15,5) ner,
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MmenuaHa Bospacta jgeBouek — 11,0 (8,0—14,0)) ner; rpymma gereit ¢ curapomom Aubmopra (15
MaJbuMKOB U 17 neBouek), Mmeauana Bozpacta — 10,5 (7,5—15) (meauana Bo3pacra manpunkoB — 10,0
(8,0—15,0) net, meaunana Bo3pacta aeBouek — 11,0 (6,0—15,0)) sier), OTATOMIEHHOCTH HACIEACTBEHHOTO
aHaMHe3a, B TOM 4umciae 1o panHedr  (mo 30 5eT) TepMHHAIBHON XPOHHYECKOH IMOYCUHOM
HEJOCTAaTOYHOCTH Yy JIeTel C CUHAPOMOM AJIBIOPTA, TaK KaK OOJBLIIMHCTBO MAIlHEHTOB C CHUHIAPOMOM
AJBIOpTa HAYMHAIOT 3aMECTUTEIBHYIO TIOYEYHYIO TEpPAIHIO B paHHEM B3pPOCIOM BO3pacTe, 0COOCHHO
MYXXYHHBI, KOTOpble 00biuHO HauuHatoT 3IIT Ha mecATh NeT paHblle, YeM >KEHIIMHBL. Y JeTel ¢
AIIBIT nacneacreennocts B 10% cinydaeB (4 pebeHka) He OTATOILIEHA, YTO MPEAIOJIaraeT BHICOKYIO
BEPOSTHOCTh pa3BUTHs 3abosieBanuss de NOvo, y 6 mereit (15%) yTOYHHTH ceMEWHBI aHaMHE3 HE
IIPEACTABUIIOCh BO3MOXHBIM H3-3a OTCYTCTBUSI CBEIEHUN 110 POJOCIOBHOM OJHOTO W3 POAUTEIIEH,
HACJIEICTBEHHOCTh OblTa oTsromeHa B 75% ciydaeB (y 30 nereii); y AeTell ¢ CHHAPOMOM AJbIIOpTa
HACJIEICTBEHHOCTh Oblla OoTsromieHa B 87,5% cinydaeB (28 mereit), u3 HUX B ceMbsx paHHss (10 30
JIeT) TepMHUHalbHas XpOHUYEcKas MOoYeyHas HEeIOCTaTOYHOCTh ObUIa KOHCTaThpoBaHa y 12 nereit
(100% wmyxuunsl); B 6,25% cnydaeB (y 2 AeTeil) HacAEACTBEHHOCTh 10 CHHAPOMY AJbIOpTa HE
OTATOIICHA, YTO Ipe/rnonaraet 3aboneBanue de NOVO; y 2 nmeteit (6,25%) HET AaHHBIX IS aHAIN3a
POJIOCIIOBHOM OJTHOTO M3 POAUTENEH ) HE BBISIBUJI CTATUCTHUECKH 3HAYUMBIX paznuuuii (p=>0,05).

C uenpl0 yTOYHEHHS BO3MOXHOCTH HCHOJb30BaHUS (DAaKTOPOB MPOTEONU3a B KadyecTBe
¢daxTopoB pucka pazsutus ocioxxkneHuit AJIIIBII n cuaapoma Anbrnopra y aereil ObUT MpoOBeICH
aHaM3 CBS3M (PAKTOPOB MPOTEONIHM3a C KPUTEPUSMH TSDKECTH COCTOSHUS W BBIPAKEHHOCTHIO

KIMHUYECKUX MPOsiBICHUI (prcyHOK 1).

PI/Icy}[OK 1- KpI/ITCpI/II/I TAXKECTU COCTOAHUA U BBIPAKCHHOCTD KIIMHUYCCKUX HpO}IBJ'IeHI/Iﬁ JJIA

AJIIIBIT u cunapoma Ansriopta
IIpumevanus
* cyMMapHbIii 00BeM ModeK, CKOPPEKTHPOBAHHbIH Ha OBEPXHOCTH Tena (cm>/1,73M2, %);
** HHAEKC MHTETPAJIbHOIO 3aXBaTa 110 JJAHHBIM CTaTUCTUYECKOH He(hpOCIMHTUTpadHH;
*kok o i / 2 124 )
CyTOYHasl SKCKpelus Oeska ¢ MOYOH, CTaHIApTU3UPOBaHHAs HAa MMOBEPXHOCTH Teja (MI/M q);

XK cTamUs XpOHUYECKON 0OJIe3HH MOoYeK (B HAIIEM MCCIEAOBAHUHM aHAIN3 B 3aBUCHMOCTH OT CTaJIUU
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XBII ne mpoBoaucs, Tak kak y 84,4% nereit ¢ cunnapomom Anbnopra 6suta 1 cragus XbII).

CornacHo pekoMeHmanwsiM EBporielickoro o01iecTsa rulepToOHUH 10 JICYCHUIO TTOBBIIICHHOTO
apTepUalIbHOTO JIaBlieHUus y neTedt u noapoctkoB (2016 r.) ¢ momudukanusmu («PykoBoJaCTBO 1O
KIIMHUYECKOW TMpaKTUKe Ui CKPUHUHTA M JICUEHUS BBICOKOTO KpPOBSHOTO [aBJCHHS y JeTe u
nonpoctkoBy, 2017 r.), A" onpenemnsutack kak cpeqnee CAJl w/umu JAJl > 95-ro nepuenTmis (Ha
OCHOBE MepIieHTHIICH Bo3pacTta, mona u pocra) [National High Blood Pressure Education Program
Working Group on High Blood Pressure in Children and Adolescents., 2004; Lurbe E. et al., 2016;
Flynn J.T. et al., 2017].

CymmapHbIil 00beM MmoYek, omnpeseneHHbiii o Y3U, ObT CKOPPEKTHPOBAH HA CTaHIAPTHYIO
MOBEPXHOCTh TeJla JJIs MCKJIIOYEHUs BIUSHUS BO3pacTa M poOCTa C IOCIEAYIOIEH OLEHKON IO
neHTUIbHBIM TabmuiaMm [Scholbach T. et al., 2012].

WNupexc wWHTErpajibHOro 3axBaTa IO JAaHHBIM CTaTHYeCKOW HedpocuuHTUTpaduu C
BHYyTpuBeHHbIM BBejeHueM TC-99m-Texnemek ([IAMCA) oueHuBancs Kak IOKa3aTelb o0beMa
(GYHKIMOHMPYIOUIEH MapeHXUMBI, OTPAKAIOMIMKA 3axBaT paguodapmrpenapara KaXAOH MOYKOH B

OT/EJBHOCTH B MPOIIEHTAX OT BBEACHHOMN B KPOBOTOK «aKTHBHOCTHY, OIPEeIsUICS 10 (hopmyse:
NN3 (cnpaBa/creBa) = 3axBat npenapara (crpasa/cieBa) — ¢oH (crpasa/ciesa) x 100.

3nauenust N3 y 310poBBIX JtojIel cocTaBistoT 46—70 1u1s KaXI0# U3 TIoYeK, CyMMapHo — 92—
140. CHuxeHue 3TOro IOKa3aTelsl CBUACTEIBCTBYET 00 yMEHBIIEHWH 00beMa KU3HECTIOCOOHOM
noueyHoi Tkanu. MNIN3 He 3aBUCUT OT BO3pacTa M pocTa, TaKk Kak KOppekTupyercs Ha Bec (110 40 kr —
sHauenue 1,3; 41-55 kr — 3navenue 1,15; 6onee 55 kr — ve nenures) [Pomun J[.K., 2009].

CyrouHnas motepsi 0enka ¢ MOUOH y AeTeil ¢ CHHAPOMOM AJbIopTa Obljia CTaHAAPTU3UPOBAHA
Ha TIOBEPXHOCTH TeJIa JI UCKITI0UeHUs BIHsHUS pocta 1 Beca. CorytacHo pekomenaamusm IPNA 2020
roja, HepOTUUECKUM YPOBHEM CYTOYHON IKCKPEIMH ¢ MOUYOU MPHHSITO CUUTATh MPOTEHHYpHIO > 40
mr/a/m? wmi > 1000 mr/m%/mess [Trautmann A. et al., 2020].

Hannune ceHcoHEeBpaIbHOM TYrOyXOCTH y JI€T€H ¢ CHHAPOMOM AJIbIOPTa KOHCTATUPOBAIOCH
Ha OCHOBAHMUU PE3YyJbTaTOB TOHAIBHOW TOPOTOBOM ayAMOMETPHH.

37 nereit ¢ AJIIIBII, BKIIOYEHHBIX B HCCIEAOBaHHE [0 aHAJIU3y B3aHMMOCBS3U (HaKTOPOB
npoteonusa ¢ AJl, 6pimu pasznenens! Ha 2 rpynmbl: ¢ CAJl < 95% (26 venosek: 13 manpunkoB u 13
neBoyek; menuana Bospacta — 13 (9-14) ner;) u ¢ CAJl > 95% (11 uemoBek: 9 MaabuMKOB U 2
JICBOYKH; Meauana Bo3pacta — 15 (14,0-16,5) ner).

CymmapHbIii 00beM TMOYeK, CKOPPEKTHPOBAHHBIM Ha CTaHAAPTHYIO MMOBEPXHOCTh TEIa,
onpenenen y 40 mereit ¢ AAIIBIL. YV 75% ¢ AJIIBIT coorBerctBOBan 6onee 97% (30 mereii: 17

MaJIbYMKOB, 13 neBouek; mMeamana Bospacta — 14 (9,0—15,0) ner), y 25% Obu1 B mpenesiax HOPMbI
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(Menee 97%) (10 mereit: meauana Bo3pacta — 8,5 (4,75—14) ner).

Cratuueckas HeppocuuHTUTpadus ¢ BHyTpuBeHHBIM BBeAeHHEM TC-99M-Texnemek (IAMCA)
Y TIOCIIEAYIONINM pacyeToM MHJEKCa HHTETPAIBHOTO 3axBaTa Obuta mpoBeaeHa 26 netsm ¢ AJIIBIL. Y
69,3% wuccnenyembix nereir ¢ AJIIIBII wHaekc wHTErpanpHOro 3axBarta Obul cHUKeH (18 mereit: 11
MaJIbuMKOB, 7 JIeBOUYCK; MeauaHa Bo3pacta — 14 (11-15) ner), y 30,7% — Hopma (8 neteii: 4 Manbumka,
4 neBouku; MeauaHa Bo3pacta — 6,5 (4—13) ner).

B pesynbrare anammsa cBs3u (GakTOpoB mpoTeonusza ¢ Kputepusmu Tskectn AJ[IIBIT

YCTaHOBJICHBI CICAYIOMIHE (GaKTOPhI PUCKA PA3BUTHS OCIOKHEHHU# (Tabmuia 1).

Ta6auna 1 — ®axrops! pucka pazsutus ocnoxHennit AJIIBII y nereii

dakTOopHI pUCKa 95 (2 PI[I/I) Sen Spec PPV | NPV
MMII-9 (kpoBb) CHUXKEHHE 2,85

Al MMII-9 (moua) cHux’eHHEe (2’%32_21’0) . > . -
(2,05’_5’05) 76 66 58 82
TUMII-1 (xpoBb) NOBBILIEHHE (2,71,_6%85) 82 68 60 87
T i o e
of(:)qeévll(a — (1,6 4’—2,8 2) 68 76 80 63
-9 (Moua) CHIKEHUE (1,83%;% 66 79 71 70 73
THUMII-1 (Moua) noBsIIIeHNE 3 fi55 28 78 73 70 80
LVM3 | THMII-1 (Moua) noBbimenye " ??11_; . 68 56 | 37 | 83

[Ipumeuyanue — OP (95% JAM) — oTHOcuTenbHBIA puck (95% moBepuUTENbHBIH MHTEpPBaN); Sen —
YyBCTBHTEILHOCTh;, SPEC — crenupuaHocTh; PPV — monoxxuTenpHass MPOTrHOCTHYECKAs IIEHHOCTD;,
NPV — oTpuiaTenbHas IPOrHOCTHYECKas LEHHOCTH, | 00beMa MOYEeK — yBENHMUYEHHE CYMMAPHOTO
o6bema moyek 1o Y3, cTaHAapTH3MPOBAHHOTO HA CTAHAAPTHYIO TTOBEPXHOCTH Tema (cm/1,73m?, %);
V3 — MHIEKC MHTErpaIbHOrO 3aXBaTa MO JAHHBIM CTATHUECKOH HedpocuuaTHrpadmm; + N3 —
CHIKEHUE MHJIEKCA MHTErPAJIbHOTO 3aXBaTa.

U3 32 pereii ¢ cuaapomom Anbriopta, AJl ¢ CAJl < 95% 611 y 78,1% nereit (25 yenosek: 12
MabyrKoB ¥ 13 meBouek (Menuana Bospacta — 9 (8,0-13,0) xer), ¢ CAJl > 95% — 21,9% (7 uenosexk:
3 manpuuka W 4 neBoukd; meauana Bospacta — 12,5 (10,5-14,5) ner). Bece metn Haxoausamch Ha
tepanu UATID ¢ HeDpONPOTEKTHUBHON W/WJIM TUIOTCH3UBHOW Ienbto, HasHadeHHou Off-label c
coriacus 3aKOHHBIX TpenctaButeneit B qo3e 0,1 mr/kr/24 g (0,07-1,66), 4to siBisieTcs HEKOTOPBIM
OTpaHUYEHUEM UCCIICIOBAHHS.

B 3aBHCHMOCTH OT ypOBHA CYTOYHOH HPOTEMHYpHH (MI/M%/24 d), JeTH C CHHAPOMOM
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Anpriopta 0pTH pazzaenensl Ha 2 nmoarpynmsl: ¢ CIIb mensine HeppoTuyeckoro ypoHs (menee 1000
Mr/mM%/24 1) — 78,1% (25 nereii: 10 manbunkoB, 15 neBouek; Meauana Bospacta — 10,0 (6,0-13,0)), ¢
CIIb medpporuyeckoro ypoBHs — 21,9% (7 nereit: 5 manpuukoB, 2 neBOYKH; MenuaHa Bo3pacra — 15
(12,5-15,0) ner).

VY 34,4% nereit ¢ cunapoMoM AJbriopTa Oblia BbIsIBIEHa CeHCOHeBpanbHas Tyroyxocts (CHT
1 crenenu — y 5 gereit (15,6%), 2 crenens — y 4 (12,5%), 3 crenenb — 2 ngereit (6,3%), B cBs3U C
MasiouuciieHHocThio rpynn Bce aetu ¢ CHT oOvenunenst B 1 rpynmy (11 gereit: 8 mambumkos, 3
neBouky; meauana Bospacra — 14,0 (10,0-15,0) ner)), y 65,6% neteii ciyx Obu1 B HOpMe (21 peGeHOK:
7 maneuukoB, 14 neBouck; meauana Boszpacra — 9,0 (6,0-12,0) 1er).

VY nereil ¢ cHMHAPOMOM AJBIIOPTa YCTAHOBJIECHBI Cleaylone (aKTOpPbl PUCKA Pa3BUTHSA

OCJI0:KHEHHUI (Tabnuia 2).

Ta6auna 2 — GakTopsl pucka pa3BUTUS OCIOXHEHUN CHHAPOMa ANIbIIOpPTA Y AeTel

DakTOphI pUCKA OP (95% JAN) Sen. Spec. PPV NPV
TUMII-1 (moua) 4,57
Al MOBBIIIEHHUE (2,75-7,6) 82 70 64 86
TUMII-1 (moua) 1,87
1CIIB MOBBIIIEHHUE (1,16-3,01) 100 76 68 100
CHT - - - - - -

[Tpumeuganue — OP (95% JI1) — otHOCcHTEnbHBIA pHCK (95% MOBepUTENBHBIA MHTEpPBAN);, Sen —
qyBCTBUTEIBHOCTh; SpPec — crneuududnocts; PPV — monoxutenbHas NporHocTUdeckas LIEHHOCTH;
NPV — otpunatenbHas nporsoctudeckas ieHHocTh; TCIIb — yBennuenue cyTouHoi skckpenuu Oenka
¢ Mouoii (Mr/mM%/244); CHT — ceHCOHeBpasbHas TYTOYXOCTh

CornacHo pekomeHanusm padodei rpynnsl ERA-EDTA no HacnencTBeHHBIM 3a00J1€BaHUSAM
nouek W HamumonanpHOro mnoueyHoro ¢onaa «/HUIMaTHBa KauecTBa HMCXOAOB OoJe3HEH MOYeK
(KDOQI)», obicTpoe mporpeccupoanue XbBII omnpenensercs kak ycrtoiuuBoe cHuxeHue pCKD
Ha > 5 mu/mun/1,73 M? 3a 1 Tox w/mnm Ha > 2,5 mi/mun/1,73 M2 B rox B Teuenue 5 net [Levin A. et al.,
2013; Gansevoort R.T. et al., 2016].

Jlia ompeneneHus poiau MaTPUKCHBIX METAIONPOTENHA3, UX HUHTUOUTOPOB U KO3 (DULIMEHTOB
MMII/TUMII B kpoBu u Moue B KauecTBe (pakTopoB mnporpeccupoBanus getu c¢ AJIIBII u
CHUHJIpOMOM AJIbIIOpTa OBLIM pa3/ieeHbl Ha 2 TPYIIbI B 3aBUCUMOCTH OT cHIDKeHUs! pCKd:

1) meanenno nporpeccupytomee teuenue AJIIIBIT u curnpoma AnsnopTa (onpenensiioch npu
camkennn pCK® na menee 5 mn/mun/1,73 M? 3a | ron w/wim Ha meHee 2,5 mir/mun/1,73 M2 B ron B
TeueHue S5 JeT);

2) mporpeccupytomiee Teuenue A/IITBII u cunapoma Anbriopra (Onpeaensyioch NPU CHUXKEHUN
pCK® na >5 mn/mun/1,73 M? 3a | rog w/wim Ha >2,5 mur/mue/1,73 Mm% B rox B TeueHHe 5 jeT u

OTKJIOHEHUH yBelIuueHus: oobema nouek B roa 6omaee 100% ot nomxencrsyromero y nereit ¢ AJAIIBIT)
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[Tporpeccupytomee teuenue AJIIIBII ormeuanocs y 26 nereit ¢ AIIBII (72,3%), menneHHo
nporpeccupytomee — y 10 mereit (27,7%); ¢ cungpomom Ambemnopra — y 28,1% BbIsBIEHO

nporpeccupylomiee TedeHue 3aboneanus, y 71,9% — MeuieHHO porpeccupyroliee.

=%  IOBBIIIEH £ mnoBBIIIEH
HOpMa B3  Hopma
= o | *  TIAKI (xpoBs) = ———
E 2 A e .; 2 _%ggﬁ 50 m
3 — <
= -2
= =
=) =
7} D
- =
] - @
= - *% ITAU-I/Cr (Moua) B
PR
0 50 100
% p=0,039; OIII 6,3 (95%IM: 1,27-31,2) %  p=0,010; OIII 12,0 (95%/T1: 1,79-80,3)
k% p=0,022; OLU 9,0 (95%H: 1,55-52,2) ¥ 3%k p=0,015; OIII 9,8 (95%/IM: 1,84-51,9)

Pucynok 3.8 — Hacrora (%) nobimiennoro yposHs [TAU-1 B kpoBu (ea/mi) u moue (ex/mmouts Cr)
(A), Taxxe yactota (%) nossimenHoro ypoas TUMII-I B kpoBu (ar/mir) u moue (ar/mmouns Cr) (B) y
neteit ¢ AIIIBII B 3aBucuMocTH OT Xapaktepa Teuenus (N = 36, %). [ns ananu3a gaHHBIX
UCI0JIb30BajICs TOUHbIN Kputepuil Guiepa, p<0,05; 1 — nporpeccupyrouiee TeueHue; 2 — MEJUIEHHO
nporpeccupyrouee reuenue AJ[I1BIT

[Ipu mpoBeneHUH OLEHKM YacTOTHl M3MEHEHHH (PaKTOPOB MPOTEOSM3a B KPOBHU Yy JNIETEH C
CHHJIPOMOM AJIBIIOPTa B 3aBUCUMOCTH OT XapakTepa TEYCHHs YCTaHOBIICHO, YTO YaCTOTa CHIYKECHHOTO
ypoBHsi MMII-9 (p=0,044) u mossienHoro yposuss TUMII-1 (p=0,006) B KpoBH CTaTHCTHYCCKU
3HaYMMO Yallle BBISBICHO Yy JeTell ¢ MNpOrpeccCHpylolUM TeUYeHHEM CHHIpoMa AJbIopTa, 0
CpaBHEHHIO C MEJICHHO MporpeccupyrommM. [IaHCH BBISBICHUS MPOTPECCUPYIOMIETO TEUCHHS TPU
HAJIMYUN YKa3aHHBIX (PaKTOPOB CYIIECTBEHHO BO3PACTANIU: MPH CHIKEHHOM ypoBHe MMII-9 — B 10,7
paza (95% JAU: 5,11-22), npu noseimenHoM ypoBHe THUMII-1 — B 12,6 paza (1,96-80,7). Tecnota
BBISBJICHHBIX ~ CBSI3eH  MEXJy HAJIWYMEM [POTPEeCcCHPYIOIMM  Te4eHHeM 3a0oJeBaHMS U
NepeYNCICHHBIMU (haKTOpaMH, OlleHeHHast ¢ momoInbio V Kpamepa, Obisla OTHOCHTEIBHO CHIIBHOM /ISt
o0oux ¢akropos (V =0,412 u V = 0,520 cooTBeTCTBEHHO) (pUCYHOK 4.1).

IIpu mpoBeseHUMU OLEHKH YacTOThl M3MEHEHUH (PaKTOpPOB IMPOTEOIHM3a B Moue y JAeTel ¢
CHHJIPOMOM AJIBIIOPTa B 3aBUCUMOCTH OT XapakTepa TeYeHUsl YCTaHOBJIEHO, YTO YaCTOTa CHIXKEHHOTO
ypoBHss MMII-9 (p=0,012) u nossimennoro ypoHs TUMII-1 (p=0,005) B mMoue cratucTudyecku
3HAYMMO Yallle 0OTMEeYajach y JIETeH ¢ MPOTPECCUPYIONIMM TeUeHUEM 3a00JIeBaHMsI, 110 CPAaBHEHHIO C
MeIJIeHHO nporpeccupyromuM. LlaHChl BBISBIEHUS MPOrPECCUPYIOLIETO TEYCHHUS MpH HaIUYUU
yKa3aHHBIX (DPAKTOPOB CYIIECTBEHHO BO3pacTalid: MpH CHUKEHHOM ypoBHe MMII-9 — B 1,82 paza
(95% AU: 1,23-2,71), npu nosbimieHHoM ypoBHe THUMII-1 — B 18,2 paza (1,96-175). TecHora

BBISIBJICHHBIX CBSI3¢H ObLIA OTHOCHTEILHO CHIIBHOH Ui oboux (akropoB (V =0,485 u V =0,527
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COOTBETCTBEHHO).
= cmien E= moBbIIEH
B2 nHopMa HopMa
g A z
= | *  MMIL-9 (xpoBb) Y %  TUMII-I (KpOBB)
: | :
2 =
< <
b St
4 o
= =
3 =
L 1} @ !
E’ x| ** MMI-9/Cr (Mova) g | *% THMIL-I/Cr (Moua)

% p=0,044; OLLI 0,096 (95%/IH: 0,01-0,90) % p=0,006; O 12,6 (95%IH: 1,96-80,7)

%k %k p=0,012; OLI 0,550 (95%/11: 0,370-0,818) %k %k p=0,005; OLLI 18,2 (95%/11: 1,9-175)

[Ipumeuanue — 1 — nmporpeccupyromiee Te4eHUE; 2 — MEUIEHHO MTPOTPECCUPYIONIEE TCUCHHE
cUHApOMa ANbIOpTA.

Pucynok 4.1 — Yacrora (%) nonmxenHoro ypoBas MMII-9 B kpoBu (Hr/min) u move (Hr/Mmoib Cr)
(A) u yactora (%) nosbimennoro ypoust TUMII-I B kpoBu (ar/mi) u moue (ur/mmouns Cr) (b) y
JeTell C CHHAPOMOM AJIBIIOPTa B 3aBUCHMOCTH OT XapakTepa Tedenus (N = 32, %). ns ananmusa

JIAaHHBIX KCIOJIb30BAJICA TOUHBIN Kputepuit @umiepa, p<0,05

VY nereit ¢ AAIIBIT u cuanpomom Anbrnopra (akTopbl pUCKa MPOTPECCUPYIOIIECTO TEUCHHS

Npe/CTaBJICHbI B TAOIUIE 3.

Tab6auua 3 — dakrops! pucka nporpeccupytomero teuenust AAIIBII u cunapoma Anbnopra

dakTopsl pUCKa OP (95% JAN) Sen. Spec. PPV NPV
Vommenne | @4y | % | 8% | 5% | 9%

é Ef?ﬁi%}g; 20 ;’3&88) 6% | 67% | 60% | 80%
< IMOBBIIICHUE (2,38’—5,57) 8% 2% 70% 80%
I[TAU-I (Moua) moBkIIEHNE Lo i73’65) 72% 78% 80% 69%
MMII-9 (kpoBb) CHI>KEHUE (2’85519’2) 83% 67% 57% 89%

- MMILS (wosa) (1’2%,;822’71) 100% | 68% | 53% | 100%
Chomene | so1y | 8% | 796 | 0% | 8%

[Tpumeganue — OP (95% JI1) — oTHOCcHTENbHBIA pHCK (95% MOBepUTENBHBIA HUHTEpPBAN);, Sen —
YyBCTBUTEIHHOCTh; SPeCc — cnernududyaocts; PPV — mojoxuTenbHas NMpOrHOCTHYECKAsl [EHHOCTH;
NPV — oTpuiarenpHasi IpOTHOCTHYECKAs IEHHOCTb.
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[Iporno3 Gomne3nn y manueHTtoB ¢ cuHiapomoMm Ambrnoptra u AJIIIBII — aktyanpHas 3amada
COBPEMEHHOM He(posIoTuH, 00yCIOBICHHAs HEOOXOAMMOCTBIO BBISBICHHS JCTEH C BBICOKUM PHUCKOM
OBICTPOrO IPOTPECCUPOBAHMS HAa paHHEH cTasnuu 3a00JIeBaHMS.

Hamu  paspaGoraHbl NOpPOrHOCTHMYECKHE  MOJENH, TO3BOJSIONIME  KIAacCU(PHUIMPOBATH
o0ceryeMpIX MalMeHTOB 1Mo pucKy nporpeccupyromero Teuenus AJIIBII u cunapoma AnbmnopTa ¢
MOMOIIBIO0 METO/Ia AMCKPUMHHAHTHOTO aHAJIN3a C MOIIAaroB6IM 0TOOPOM (PaKTOpPOB.

Jlia onpenieneHnst HeE3aBUCUMBIX J1a00paToOpHbIX NpeaukTopoB nporpeccupoanust AJIIBIT y
neTel B MHOrO(akTOPHBIA TUCKPUMHHAHTHBIN aHamu3 ObUTM BKIIIOYEHBI CTATHCTUYECKU 3HAYUMBIC
(dakTopbl, KOTOPbIE OMPENEICHbl METOAOM OJHO(GAKTOPHOTO JIMHEHHOTO PErpecCHOHHOrO aHajn3a

(Tabnuma 4).

Tadoauua 4 — daxrops! pucka nporpeccupoBanust AJIIIBI1 y nereit (momaroBslii AUCKPUMUHAHTHBIN
AQHAJIN3 C BKJIIIOYEHHUEM MPOTHOCTHYECKHUX MPU3HAKOB)

dakTopsl B-koaddunmenTs GyHKIUU
ITAU-1 akTMBHOCTB, KPOBB (€71/MJ1) 0,003
MMII-2/TUMII-2, kpoBb (yciu. exn.) -0,354

CyMMapHbIi 00beM OYEK, CKOPPEKTUPOBAHHBIN Ha 0.009
TIOBEPXHOCTH Tena, (cm>/1,73 M2/%) ’

Const. -1,067

[IpumeuaHue — 3aBUCHMAs IIEPEMEHHAs — OBICTpOE WK MeluieHHoe nporpeccupoBanue AJIIIBIT y
neteit (TooBoe U3MEHEHHE yBenudeHus: oobema mnoyek Oosiee/meree 100% OT MOHKEHCTBYIOIIETO U
camxkenne pCK® B ron). [Iporpeccupyroiiee TeueHre — OTKIOHEHUE YBETHYESHUS 00beMa MOYeK B TOT
6onee 100% ot nomkeHcTByromero u cHmkerne pCK® na >5 mn/mun/1,73 M2 3a 1 rox n/unu Ha >2,5
wir/mus/1,73M? B TOZL B TedeHHUE 5 JIeT.

Hamu paspabotana mporHoctuyeckas MOJENb, MO3BOJISIONIAs KiIacCU(UIUPOBATh MO PUCKY
nporpeccupytomiero reuenus AJIITBIT:
Y =- 1,067+ 0,003*XHAI/I—I, KpPOBb + O,Oog*nyM.oﬁbeM MOYeK — 0,3 54*XMMH—2/TI/IMH—2, KpOBB,

rie Y — 3HaueHHe AMCKPUMHHAHTHON (YHKLUH, XapaKTEepU3YHOIIeld BEpOSITHOCTb BbISBICHUS

nporpeccupytouiero reuenuss AJIIIBII y nereli (mporuo3 mporpeccupoBaHus);

Xrau-1, kposs — [TAU-1 akTHBHOCTB, KPOBB (€11/M1);

XcCym.o6sem mosex — CYMMAapHBIN 00beM MOYeK, CKOPPEKTUPOBAHHBIN HAa CTaHJAPTHYIO TOBEPXHOCTh

tena (cm/1,73M2%/%);

XMMIT-2/TUMIT-2, kposs — K03 pummmenT MMII-2/TUMII-2, kpoBs (yci. en.).

3HaueHue KOHCTAHThl TUCKPUMHUHALIMM OMPENEICHO HMCXOJS U3 LEHTPOUAOB, COCTABUBIIUX
0,221 u -0,637 B OCHOBHOW TpylIne M TIpyNIe CpPaBHEHUS, COOTBETCTBEHHO, KOHCTaHTa
nuckpuMuHanuu cocraBuwia -0,416. (OcHoBHOM rpynmoil cumtanack rpynna gereit ¢ AJIIIBIT ¢

MPOTPECCUPYIONIUM TEUYCHHEM, TPYNIOW CpaBHEHUS — C MEIJIEHHO Tmporpeccupytomum). [lpu
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3HAUYCHMSIX  JUCKpUMHUHAHTHOW  ¢yHKumu Beime -0,416 mpenamomnaraics  BBICOKHH — PHCK
nporpeccupytomero teuenus AJIIIBII. A npu 3HaYeHUSIX AUCKPUMHHAHTHON QyHKumU Hiwke -0,416
PHCK MPOTPECCUPYIOLIETO TEYESHUS CUUTAIICS HU3KHUM.

Ucxons w3 kodh(GUIUEHTOB AMCKPUMUHAHTHOW (YHKIMH, OTMEYAJlOCh YyBEIWYCHHE
BepOATHOCTH Tporpeccupyromero teuenuss AJIIIBII npu yBennuennu 3uHaucHuii IIAU-| (akTHBHOCTS,
KpPOBb (€I/MJI)), a TaKkKe MPH YBEIWYCHUH CYMMapHOro 0oObeMa IOYEK, CKOPPEKTHPOBAHHOTO Ha
CTaHJAPTHYIO MOBEPXHOCTh Te€Na, U NpU yMeHbIIeHuu kodpduuumenra MMII-2/TUMII-2 B kpoBH.
UyBCTBUTENBHOCTh pa3paboTaHHON Mojenu coctaBuia 73,1%, a cnenuduunocts — 88,9%; 77,1%
UCXOJHBIX TOKa3aTesel kiaccupuuupoBaHo BepHO. JlaHHAs MOelb MOKa3ala BBHICOKYIO TOYHOCTH
nporuo3a, ROC-ananu3: AUC (mtomans mox ROC-kpusoit) — 0,838+0,074 (95% AU: 0,693-0,982).
[Tomydyennass moxens Obuia craTucTH4ecku 3HauuMoi (p = 0,003). KauectBo Mopenu — oOdYeHb
xopoiuee (> 0,8) (pucyHok 2).

Jliia ompenencHUsl HE3aBUCHUMBIX J1a00OpaTOPHBIX MPEAUKTOPOB MPOTPECCUPOBAHUS CHHAPOMA
Anprniopra y Aeteld B MHOTO(aKTOPHBINA JUCKPUMUHAHTHBIA aHAIH3 ObUIA BKIIFOUEHBI CTATUCTHYCCKH
3HaYMMBbIe (PAKTOPBI, KOTOPBIE OMPEAETICHBI METOAOM OJHO(PAKTOPHOTO JIMHEHHOTO PErpecCHOHHOTO
aHanu3a. He3aBUCHMBIM MIPEIMKTOPOM MporpeccupoBanus cuHapoma Anbrnoprta onpeaeneH THUMII-1

B Moye (ar/mMmois Cr) (tabmura 5).

Ta6numa 5 — daktopsl pucka MNPOrpeccCUpOBaHMs CHUHApOMa AJbINOpTa y JeTed (MoIaroBbId
JTUCKPUMHHAHTHBINA aHAJU3 ¢ BKIIFOYCHUEM ITPOTHOCTUUECKUX MPU3HAKOB)

DaxTopsl B-k03dpuninenTs! GyHKIMH
THUMII-1 B moue (ar/mMmous Cr) 0,000234
Const. -0,305

[IpuMeyaHue — 3aBUCHMMAs IIEpeMeHHas — OBICTPOE WM MEAJIEHHOE MPOrPECCHPOBAHUE CHHIPOMA
Ambnopra y neteit. IIporpeccupyromee Tedenne — cHmkenne pCK® >5 mn/mun/1,73 M2 3a 1 rox
w/uin Ha >2,5 mir/mun/1,73M? B TOZL B TedeHHUe 5 Jier.

Pa3pa60TaHHa;1 HaMH IIPOTHOCTUYCCKAsA MOACIIb MMO3BOJIACT KHaCCI/I(I)I/II_II/IPOBaTL O6CJ'ICI[yeMI>IX

MTALEHTOB 110 PUCKY MPOTPECCUPYIOIIETO TEUEHHS CUHAPOMa AJbIIOPTA:

Y =—-0,305 + 0,00234 * Xtumrr-1, moua,
rae Y — 3HadeHHe JUCKPUMUHAHTHOM (YHKIWH, XapaKTEepPHU3YIOIIEH BEPOSTHOCTH BBISBICHUS

MIPOTrPECCUPYIOIIETO TEUEHHUS CUHAPOMa AJIBIIOpTa y JeTel (IPOrHO3 MPOrpecCupoBaHms);

XTuMT 1, moua - TUMII-1 B Moue (ar/™Mmous Cr).

3HaueHue KOHCTAHThl JUCKPUMMHALMK OBLJIO OMpeNesIeHO HWCXOAs U3 IEHTPOUJIOB,
cocraBuBIuX -0,223 n 0,700 B OCHOBHOI Ipynne W rpynine CpaBHEHUs, COOTBETCTBEHHO, KOHCTAHTA
quckpumuHanuu coctaBuwia 0,447. (OcHOBHOW TIpyIION cuuTanach Tpymnna JETe ¢ CHHAPOMOM

AnpniopTa C NPOrpecCUPYIOIIMM TEYEHHWEM, CPAaBHEHMsS — C MEJUIEHHO mporpeccupytoumm). [Ipu
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3HAQUYCHMSIX  JUCKpUMUHAHTHOM  ¢yHKumu Bbime 0,447  mpeamosiaraicsi  BBICOKHMH — PHCK
MPOTPECCUPYIONIETO TEUCHHS CHHApPOMAa AJNbIOpTa. A MPU 3HAYCHUAX TUCKPUMHUHAHTHON (pyHKIHUU
Huxe 0,447 pUCK IPOrpeCCUPYIOIIEro TEUEHHS CUUTAIICS HUZKUM.

Hcxons w3 kodPGUIMEHTOB AUCKPUMUHAHTHOM (YHKIMH, OTMEYAJOCh YyBEIMYCHHE
BEPOSTHOCTH MPOTPECCUPYIOIIETO TEYCHHUS CHHAPOMAa AJIBIIOPTA NMpHU yBeau4YeHuH 3HaueHuid THUMII-1
B Mmoue (Hr/mMmons Cr). UyBcTBHTEnbHOCTH paszpaboTaHHOW wmojenu coctaBmwia 87,0%, a
cnerupuaHocTs — 100%; 79,3% ncXOqHBIX MOKazaree KiacCupUIIMpPOBaHO BepHO. JlaHHAs MOJeINb
MoKa3ajia BBICOKYIHO TOYHOCTh TmporHo3a, ROC-anmamu3z: AUC (mwomaas mox ROC-xpusoit) —
0,851+0,087 (95% JU: 0,680—1,0). [Tonyuernas moaenb Obuia cratucTryecku 3Hadumoit (p = 0,006).

KadectBo Monenu — ouens xopoiiee (> 0,8) (pucyHok 2).

ROC Kpmuebie ROC Kpusbie

08 - 0.8
06

04

YyBCTBMTENBHOCTH
YyBCTEMTENBHOCTE

00 02 04 0§ 08 10 00 02 04 06 08 10

1 - CneunduyHoCTL 1 - CneunduuHocTb
A b
Pucynok 2 — ROC-kpuBasi, XxapakTepHu3yIoliast 3aBHCUMOCTb BEPOSITHOCTH POTPECCUPYIOIIETO

teuenus AJIIIBII (A) u cunapoma Ansnopta (b) y nereit

3AKJIFOYEHUME

[IpoBeneHHOE HccnenoBaHUE YCTaHOBUIIO (akTopbl HebnmarompustHoro tedenuss AJIIIBIT u
HepponaTtuu mnpu cuHApoMme Anbnopra. HayduHo oOocHOBaHa HEOOXOJUMOCTH HCCIEIOBaAHUS
MOKa3aTese CUCTEMbl MPOTEO0IN3a B ChIBOPOTKE KpoBU W Mode y neredd ¢ AJIIIBII u cungpomom
AnprniopTa A1 paHHEro MPOTHO3MPOBAHUS XapakTepa TeueHus 3aboneBanus mouek. [IpeanoskeHHbIE
MaTeMaTUYeCKUe MOJENU JUIsl BBISIBICHUS MAIMEHTOB BBICOKOTO pPHUCKA MO MPOrPECCUPOBAHHIO
3a00eBaHUsl TO3BOJIAT HCIOJIB30BATh MX Kak (PAKTOphl pHCKa MpOTpeccHpoBaHus HedpomaTuit ¢
paHHel OllEeHKON HEMHBA3MBHBIX MapKepoB (uOpo3a MOUYEYHOW TKAHU U KpUTEepHEB d((HEKTUBHOCTH

He(POMPOTEKTUBHOMN TepaIuu.

BBIBO/IbI
1. Y nmereil ¢ ayTOCOMHO-IOMHUHAHTHOW MOJMKUCTO3HOW OOJE3HBIO TIOYEK HET

CTaTUCTHYCCKHN 3HAYHMMBbIX paSJ'II/IQI/Iﬁ YPOBHHA (I)aKTOpOB poTcoJin3da B CBIBOPOTKE KpPOBU U MOYC B
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3aBHCHUMOCTH OT I€HICPHOIO IPHU3HAKA, OTATOIIEHHOCTH HACIEICTBEHHOCTH. Y NIE€TEH ¢ CHHAPOMOM
AJBIOpTa HET CTATUCTHYECKH 3HAYMMBIX Pa3IMYUil YpOBHS (PaKTOPOB IMPOTEOIHM3a B CHIBOPOTKE
KPOBM M MOYE B 3aBUCHMOCTH OT TE€HJEPHOIO IpHU3HAKa, OTATOLIEHHOCTH HACIEACTBEHHOCTH IO
panHeii, no 30 neT, TEepMHUHAIBHOH XPOHUYECKOW IOYEHYHOM HEIOCTATOYHOCTH M HAJIWYHUIO
CEHCOHEBPAJIILHON TYTOYXOCTH.

2. ITpu ayTOCOMHO-TOMUHAHTHOM MOJIMKKCTO3HOM 0OJIE3HU MOYEK U CHUHApOME AJjbIopTa
BBISBIISICTCS TUCOATAHC CUCTEMBI ITPOTEOIM3a B BIJI€ CHIDKEHHS CBIBOPOTOYHOT'O M MOYEBOT'O YPOBHEH
MaTPUKCHBIX METAJUIONPOTEHHA3 M IIOBBIIIEHUS CBIBOPOTOYHOIO M MOYEBOIO YPOBHEM M MX
UHTUOUTOPOB, YTO OTPAKaeT CHIDKEHUE Jerpajaluu U yBeaudeHue cuHTesa DL[M. YcraHoBiena
3aBUCUMOCTb BBIPR)KEHHOCTH JucOaniaHca CUCTEMbI IPOTEOJIM3a OT CKOPOCTH IPOTPECCUPOBAHUS
ayTOCOMHO-IOMUHAHTHOM MOJMKHUCTO3HON OOJIE3HU MIOYEK U CUHIPOMa AJIbIIOpTA.

3. Puck pa3BuTus aprepuanbHON I'MIepTeH3UHU (CpeAHee apTepHalibHOE JlaBieHue Oojee
win paBHO 95 mepuentuin) B 8,8 pa3a Oonblie NMPU HU3KOM CHIBOPOTOYHOM YPOBHE MATPUKCHOM
METaJUIONPOTENHA3bl 9 THIIA y JIETeH ¢ ayTOCOMHO-JOMHUHAHTHOM MOJIMKUCTO3HON OOJIE3HBIO MOYEK.
[ToBBILIEHHBIN CHIBOPOTOYHBIN YpOBEHb TKAHEBOI'O MHIMOWTOpAa MAaTPUKCHOW MeETayulonpoTenHasbl 1
tuna B 9,7 pasa BbIABISETCA 4alle y JeTeil ¢ ayTOCOMHO-JOMUHAHTHOM HMOJMKUCTO3HOW OO0JIE3HBIO
IOYEK, UMEIOIUX CyMMapHbIi 00beM nouek 6osee 97 neprentuin. [1oBblIeHHBIH MOUYEBOM YPOBEHb
TKaHEBOTO MHTHOMTOpAa MATPUKCHBIX MeTayuionpoTenHas | Tuma B 8,3 pa3a Habmromaercs daiie y
JeTe C ayTOCOMHO-JIOMHHAHTHOW TMOJIMKUCTO3HON OO0JIE3HBIO TOYEK, MMEIONIMX HU3KUNA HHACKC
MHTETPaJIbHOTO 3aXBaTa M0 JAHHBIM CTaTHYECKOW HEPPOCUUHTHUTpadUu.

4. HauOonee ObicTpoe mnporpeccupoBaHHe ayTOCOMHO-AOMHHAHTHOW IOJMKHCTO3HOMN
00Je3HN TOYeK OTMeuaeTcsl y JAeTed MpH HaJU4YuM OJHOBPEMEHHO TpEX IOKa3aTelled: BBICOKOTO
CBIBOPOTOYHOTO YPOBHS AKTUBHOCTH HWHIMOMTOpa aKTHBaTOpa IUIa3MUHOT€Ha | THMa, HU3KOIo
K03 pULIMeHTa MATPUKCHONW METaJIONPOTEHHA3bl 2 THUNA K TKAaHEBOMY HMHTHOMTOpPY MaTPUKCHBIX
METaJUIONPOTENHA3 2 TUMA B CHIBOPOTKE KPOBU M CyMMAapHOro o0beMa MouyeK, CKOPPEKTHPOBAHHOTO
Ha CTaHJApTHYIO MOBEPXHOCTH TeJa Oosee 97 mepreHTHIIN.

S, Y nmered Cc CUHAPOMOM AJIBIIOPTa, OCJIOXHEHHOTO apTEpHATIBHOM TUIIEPTEH3UEH
(cpenHee apTepuanbHOE JaBiIeHHUE 0oJiee I PaBHO 95 MEpLEeHTHIIN), MOYE€BOI yPOBEHb MAaTPUKCHOM
METaJUIONPOTENHA3bl 9 THIAa HUXKE, a TKAHEBOW MHTMOMTOP MAaTPUKCHBIX METaJuIONpoTenHa3 | Tuma
BbIllle, YeM Yy Jnereil ¢ HopMoToHHEeW. [lOBbIIEHHBI MOYEBOH YpOBEHb TKaHEBOTO HMHIHOMUTOpA
MaTpPUKCHBIX MeTayuionporenHas 1 tuna B 1,87 pa3a BBIABISETCA y IE€T€W C CHHAPOMOM AJbBIOPTA,
UMEIOIMX MPOTEHMHYPUI0 HEPPOTUYECKOTO YpOBHS (CyTOdHas »OKCKpeuuss Oeilka B Moue,
CTaHJApPTU3UPOBAHHASA HA OBEPXHOCTH Tena Gonee 1000 mr/m%/24 1), uem npH 60JIee HU3KOM YPOBHE
CYTOYHOM 3KCKpeIuu 0enka ¢ MO4oi.

6. HaunGonee OwicTpoe mporpeccupoBaHue CHUHIApPOMA AJBIIOpPTa HAOMIOJAETCS y JeTei



21

IIPU BHICOKOM MOYEBOM YpOBHE TKAaHEBOI'O MHIMOMTOpA MAaTPUKCHBIX METAJJIONPOTEenHa3 | Tuma.

INPAKTUYECKHUE PEKOMEHJALIUA
1. Jns 1porHo3upoBaHusi — HEONArompHsTHOTO  TEYEHHUS  ayTOCOMHO-JOMHUHAHTHOM
MOJIMKUCTO3HOW OOJIe3HM TMOYEK Yy JEeTel PEeKOMEHIYETCsl OINpE/EICHUE CHIBOPOTOUYHBIX YPOBHEH
AKTUBHOCTH MHIHOUTOPA aKTUBATOPA IUIa3MUHOTEHa | THIa, MATPUKCHOM METAJUIONPOTEHHA3HI 2 THIIA
U TKaHEBOI0 MHTMOUTOpa MATPUKCHBIX METAUIONPOTEUHa3 2 THUIA, U MOYEBBIX YPOBHEH TKaHEBOI'O
MHTUOUTOpAa MATPUKCHBIX METAJUIONpOTenHa3 | TUMa, ¥ aKTMBHOCTM MHIUMOMTOpa IUIa3MUHOTreHa |

THUIIA.

2. YV pnereil ¢ ayTOCOMHO-IIOMHHAHTHOM MOJIMKHCTO3HON OOJIE3HBIO IMOYEK U CHHAPOMOM
Anpriopta ¢ apTepUalbHOW TUNEPTEH3UEH JUIsl MPOrHO3UPOBAHMS €€ TSHKECTH PEKOMEHJI0BAHO
WCCJIC/IOBAHUE CHIBOPOTOYHBIX M MOYEBBIX YpPOBHEHW MATPUKCHON METAJIONPOTEHHAa3bl 9 Tuma,
WHTHOMTOpA AaKTHUBaTOpa IUIa3MHHOTEHAa | THUNA ©W TKAHEBOTO WHTHOUTOpPAa MATPUKCHBIX
MeTaiionporenHas 1 tuma. [[ias nporHo3upoBaHus pa3BUTHUS MPOTEUHYPUHU HE(DPOTUUECKOTO YPOBHS
y AeTel ¢ CHHAPOMOM AJBIIOPTa PEKOMEHIOBAHO UCCIIEI0BAHNE TKAHEBOTO MHTHMOUTOpPA MaTPUKCHBIX
MeTaJulonpoTenHas | Tuma B Moye.

4. C uenbio MporHo3a xapakrepa Te4eHHUs] ayTOCOMHO-IOMUHAHTHON MOJIUKUCTO3HON O0JIe3HU
nouek y gerel pekomenayercs uccienoBanue [IAU-1 (aktuBHoCcTh) B kpoBr, MMIT/TUMII-2 B kxpoBH
U CyMMapHOTO 00beMa MOYeK, CKOPPEKTUPOBAHHOTO HA MOBEPXHOCTh TENd, PE3yNbTaThl KOTOPBIX

BHOCATCS B JOPMYITy pacuera:
Y =- 1,067"’ 0,003*XHAI/I—I, KpOBb + O,OOQ*XCyM.o&,eM ToYeK — 0,354*XMMH—2/TI/IMH—2, KpOBb)

rae Y — 3HayeHHe IUCKPUMUHAHTHOM (YHKIUH, XapaKTEepHU3YIOIIeH BEPOSTHOCTh BBISBICHUS
nporpeccupytomero teuenus AJIIIBIT y nereit;
Xraw-1, xposs — ITAU-1 akTHBHOCTB, KPOBB (€11/MJ1);
Xcymoosem mowex — CYMMApHBIH 00bEM IOYEK, CKOPPEKTHPOBAaHHBIH Ha CTaHIAPTHYIO
noBepxXHOCTH Tena (cm>/1,73 M?/%);

XMMI1-2/TUMII-2, kposs — KOIPPurmrent MMII-2/TUMII-2, xpoBb (yc. en.).

[Ipu 3HaUeHUSX NAUCKPUMUHAHTHOM ¢yHkuMu Huxke -0,416 mnporHo3upyercss MeAJIeHHOE
nporpeccupoBaHue 3a00JieBaHUs, a NpPU 3HAYCHHUAX JUCKpUMHUHAHTHOW (yHkiuu Bbime -0,416
nporuosupyercs nporpeccupytroniee teuenre AJIIIBII.

5. C uenbro MpOrHo3a xapakTepa TEUYEHUs CUHIApOMa AJBIOpPTa y JE€Tel peKOMEHIYeTCs
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uccinenoanne THUMII-1 B moue, cTaHIapTU3UPOBAHHBIM HAa KPEATUHUH MOYH, PE3YJIbTaT KOTOPOTO

BHOCHTCS B (popMyity pacuera:
Y =-0,305 + 0,00234 * XTUMII-1, moua,

rae Y — 3HaueHHE JUCKPUMHHAHTHOM (QYHKIMH, XapaKTepPU3YIOIIEeH BEpPOSTHOCTh BBISBICHUS
MIPOrPECCUPYIOLIETO TEUEHUsI CUHAPOMa AJIbIIOPTA Y I€TeH;

XTUMTI-1, moua — TUMII-1 B Mmoue (ar/mmoss Cr).

[Ipu 3HaueHUsAX IUCKpUMHHAHTHOW (yHKIHH Bbiie 0,447 MPOTHO3HPYETCS BBICOKHI PHCK
MPOrPECCUPYIOLIET0 TEUEHUsl CUHApPOMa AJBIOPTA, a MPU 3HAYCHUSIX AUCKPUMHHAHTHOM (QyHKIUU

Huxe 0,447 nporHo3upyercs MeAJIEHHOE ITPOorpeccupoBaHue 3a00JI€BaHUS.
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CIIMCOK COKPAIIIEHU U YCJOBHBIX OGO3HAUYEHUI
Al — aprepuanbHas TUIIEPTEH3US
AJl — aprepralbHOE JaBICHHE
AJIIBIT — ayTocoMHO-IOMUHAHTHAs MMOJTUKUCTO3HAsL O0JI€3Hb TOYEK
JAJl — nuactonnyeckoe apTepuanbHOE JaBJIeHUE
UAII® — UHrUOUTOPBI AHTMOTEH3UH-TIPEBpaIlaoero GepMeHTa
N3 — nHIeKc MHTETPAIbHOTO 3aXBara
MMII — MaTpuKCHBIE METATUIONPOTEHHA3EI
MMII-2,3,9 — MaTpukcHas MeTajuionpoTenHasa 2, 3, 9 tuna
MMII-2,3,9/Cr B MOue — MaTpHKCHasI METAJIONPOTENHa3a 2, 3, 9 Tuna B Mode, CTaH1apTU3UPOBAHHAS
Ha KpeaTHHUH MOYH
OMC — opransl MOYEBOI CUCTEMBI
[TAU-1 — uaruOuTOop aKTUBaTopa Mia3sMHUHOTEHA
[TAU-I/Cr B Moue — HMHTHOMTOp aKTHBaTOpa IJJa3MUHOTE€HAa B MOY€, CTaHJAPTU3UPOBAHHBIN Ha
KpEaTUHUH MOYHU
CA — cunznpoMm Anbnopra
CA/l — cucronnueckoe apTepruagbHOE JaBICHHUE

CK® — ckopocTb KiTyO0UKOBOM (UIBTpALIIT
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CMA/] — cyTouHbBIii MOHUTOPUHT apTEPUAIILHOTO JIaBICHUS

CHT — cenconeBpaibHasi TyTroyXocTb

TUMII — TkaHeBble MHTUOUTOPHI MATPUKCHBIX METAJUIONPOTEHHA3
THUMII-1,2— TkaHEeBON UHTMOUTOP MAaTPUKCHBIX METAILIONPOTenHa3 1, 2 Tuma
THUMII-1,2/Cr B Moue — TKaHEBOW WHTHOMTOP MAaTPUKCHBIX METAJUIONpPOTEeHWHa3 1, 2 Tuma B Moue,
CTaH/AAPTU3UPOBAHHBINA HA KPEATUHUH MOYH

TU®D — TyOynonHTEpCTUIIMATBHBIN (GHOPO3

TXIIH— TepMuHaibHas XpOHUYECKas TOUE€YHAs! HEJOCTATOYHOCTh

V3U — yapTpa3ByKOBOE UCCIIEA0OBAaHUE

XBII — xponuueckasi 60J1e3Hb OYEK

OMII — snuTennanbHO-Me3eHXUMAIbHBIN TTEPEX0]]

OLIM — 3KcTpalesuIIONISIPHBINA MaTpUKC



