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PEDEPAT

0630p NOCBSALLEH BONPOCaM Pa3BUTUS Y AETEN C BPOXAEHHLIMU aHOMaNMSAMM NMOYeK 1 MoYeBbIBoaawmx nyten (CAKUT-cuHapom)
TEPMUHANIBHOM CTaAMM NoYeYHOM HegocTatodHocTu (TMH). B €BA3KM C 9TMM BaXXHOE 3HAYEHME MMEIOT MepbI Mo 3amMenJIEHIO NPO-
rpeccrpoBaHusl XxpoHmnyeckom 6onesHmr noydek (XbBIM). OgHMM 13 He3aBUCKMMBbIX PaAKTOPOB PUCKA CHMXXEHUS SKCKPETOPHON dyHK-
LK NOYeEK SABNSIETCS apTepuanbHas rmnepteHans (AlN), Koppekumst KOTOPOW ABASIETCH 00s13aTeNbHbIM KOMIOHEHTOM HePPOMNpPOo-
Tekummn. CAKUT- CUHOpOM acCoLMMpPyeTCs C BPOXKAEHHbLIM CHUXKEHNEM MACChl AENCTBYOLLIMX HEDPOHOB, HTO HENM3BEXHO NPUBO-
OVT K rmnepdunbTpaumm, OCHOBHOM NpuynHbl padsuTtus TINH Al nmeeT BbICOKYIO pacnpocTpaHeHHOCTb npn CAKUT-cuHapome n
nrpaet ocobyio posb B nogaepxaHnuv runepgunstpaumn. Hannyame kncT, ydacTkoB Hedpockieposa, aHAoTeNanbHas ANChyHK-
LUMst CNoCcoOCTBYIOT aKTMBALMM CEKPELIMN PEHMHA C AaNbHENLLNM YBENTMYEHNEM POV PEHNH-AHMMOTEH3VH-aNbA0CTEPOHOBOM
cuctembl (PAAC). AHrnoTeH3uH Il sBnseTcst He TONbKO MOLLHBIM BaX30KOHCTPMKTOPOM. VI3BECTHO €ro BiMSIHME Ha cuMmnaTuye-
CKYI0 CTUMYAAUMIO NAIOTHOMO MATHA, MMNepniasvio MaakoMbILLEYHbIX KIETOK, NOBbILLEHME 9KCMPEecCUn HeCKONbKUX GpakTopoB
poCTa, UNTOKMHOB 1 XEMOKMHOB. Pe3ynbTaToM B3aMMOAENCTBIMSA 3TOr0 KOMIJIEKCA ABNASETCA pasBuUTUe rmnepTpodus Knybo4kos,
TYOYNOVHTEPCTULMANBLHOMO BOcnaneHus n pubposa. Koppekumio AL HeoBX0AMMO HauMHaTb ¢ MoanduKaumm obpasa XuUsHu.
Mpuem aHTUrMNepTeH3MBHLIX NPENapaToB y AeTen pekoMeHnayeTcs HaumHaTe npy AL> 90 nepueHTung. Cpeam dapmakonornye-
CKMX MpenapaToB NMepBon MMHUK Ans nedeHus Al raBHYIO POJib UrPAIOT MHIMOUTOPBI aHMMOTEH3MHMNPEBpPALLaoLLEero dGepmMmeHTa
(MAND) n 6nokaTopbl peLenTopos aHroTeHauHa |l Tuna | (BPA). B oTinymne oT B3pOCsibiX, BO3MOXHA MX KOMOVHALMS.

Kniouessbie cnoea: CAKUT-cuHapoMm, XxpoHuyeckast 60ne3Hb noyek, aptepuanbHas rmnepTeH3us, MporpeccmpoBaHme novey-
HOW HEOCTATOYHOCTU, GaAKTOPbI pPUCKa, AETN
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ABSTRACT

The review is devoted to the development of end-stage renal failure (ESRD) in children with congenital anomalies of the kid-
neys and urinary tract (CAKUT syndrome. In this regard, measures to slow the progression of chronic kidney disease (CKD) are
important. One of the independent risk factors for a decrease in excretory renal function is arterial hypertension (AH), the cor-
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rection of which is a mandatory component of nephroprotection. CAKUT syndrome is associated with a congenital decrease of
the mass of active nephrons, which inevitably leads to hyperfiltration, the main cause of the development of ESRD has a high
prevalence in CACUT syndrome and plays a special role in maintaining hyperfiltration. The presence of cysts, nephrosclero-
sis sites, and endothelial dysfunction contribute to the activation of renin secretion with a further increase in the role of the
renin-angiotensin-aldosterone system (RAAS). Angiotensin Il is not only a powerful vasoconstrictor. Its effects on sympathetic
stimulation of dense spot, hyperplasia of smooth muscle cells, increased expression of several growth factors, cytokines and
chemokines is known. The result of the interaction of this complex is the development of glomerular hypertrophy, tubulointer-
stitial inflammation and fibrosis. Blood pressure correction should begin with lifestyle modification. It is recommended to start
taking antihypertensive drugs in children with blood pressure > 90 percentile. Among the first-line pharmacological drugs for
the treatment of hypertension, angiotensin converting enzyme inhibitors (ACE inhibitors) and angiotensin Il type | receptor
blockers (ARBs) play a major role. Unlike adults, a combination of them is possible.

Keywords: CAKUT syndrome, chronic kidney disease, arterial hypertension, progression of renal failure, risk factors, children
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BBEOEHUE

BpoxxaeHHbIe aHOMAJIMK OYEK U MOUYEBBIX ITyTei
BATIMII/CAKUT siBisitoTCS OCHOBHON TPUYUHOMN
xponudeckoit 6one3nu noyek (XbII) B merckoit mo-
myssiua [1-5]. JIByCTOpOHHSSL TUTIOTIIA3Us M JTUC-
IU1a3Ks TIOYEK C COMYTCTBYIOLUIMMU ITIOPOKAMU pa3BU-
THSI MOYEBBIX ITyTel MK 0€3 HUX BCTpEYaroTcst bosee
yeM y 50% nereil u MOAPOCTKOB, HY>KIAIOLIUXCS B
3aMmectuTenbHol modeuHoi Teparmmu (3IIT). Ilpwm
9TOM JieTeil crapiie 2 JieT OOoNbIIe YeM y TOJIOBHHEI
on1a BeisiBIIeHa XbI1 C3-5 cTaawmii [2].

N3BecTHO, 4TO B 3THONOTHYECKOU cTpykType XBII
y aereil npeoOnasaloT BPOXKACHHBIC U HACIIEICTBEH-
Hble 3a00JIeBaHUS MOYEK B OTIMYME OT B3POCIBIX
nanuentoB ¢ XbBII [3-6, 14, 15, 26]. U3 HaubGomee
yacTelx npuunH XbBII y neguarpuyeckux nanueHToB
BELIBILTIOT: BATIMII (36,4 %), XpoHUYECKUI TIIOMe-
pymonedppur (19,9%), xuctoznsie OONE3HM TOUYEK
(10,1 %), metabonuueckue 1 TyOyJTOUHTEPCTULIH AT~
Hble Hapywenus (4,7 %), ocTpoe MOBPEKACHUE TO-
YeK TOKCHYECKOTO/UIeMUuYecKkoro reuesa (2,2 %).

VY muorux 6ombHbIX ¢ BAIIMII/CAKUT pa3zBu-
Baercs TIIH [2, 5]. B TsokenpIx cinydasx AUCIUIA3HH
TITH BO3HUKaET B IepBbIE IOl )KU3HH, a IIPU IPYTUX
MIOPOKAaX Pa3BUTHUS NMEETCS] HAUaJIbHBIN NTEPEXOIHbIN
MIEpUOA, BO BPEMSI KOTOPOTO CKOPOCTH KITyOOUKOBOM
¢unprpannn (CKO®) MoxeT gake yBeTHMUUBATHCS 32
CUET THIEPTPOPH U TUIEPPHIBTPALUN OCTABIIHXCS
HedponoB. [Iporpeccupyromas moreps 3KCKpETop-
HOW (PyHKIIMHU IOYEK Yallle BCEro OTMEYAeTCs B BO3-
pacte ot 15 g0 25 net. TakuM nau¥eHTaM MOKET I0-
TpeboBarbesl skcTpenHoe Hadano 3T [2, 7, 9-11].
TIIH cBsizaHa ¢ BBICOKMMH MOKa3aressiMu 3a00seBae-
MOCTH M CMEPTHOCTH, CJIeIOBaTeIbHO, CTPATETHH 110
CHWKEHMIO CKOpocTH IporpeccupoBanus XbII u or-
cpouka 3I1T MoryT UMeTh pemaroniee 3HAYCHUE TSI
MOBBIILICHUS NPOJOJKUTEIBHOCTU U YITyUIICHHUs Ka-
YeCTBa KU3HU OOJIbHBIX.
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B nmocnenaue roapl ObUTH TIPOBEIEHBI PSIT UCCITe-
JOBaHUH MO BBIABICHUIO (JAaKTOPOB PHCKA, CBA3AH-
HBIX ¢ TmporpeccupoBanneM XbII, n obecrieuenuto
HedponpoTeKMu. bbuto MoOKa3zaHO, YTO OJHHUM H3
BO)XHBIX (paKTOpoB pUCK MoxkeT ObiTh Al [1, 2, 8].
HccnenoBanuii mo u3yuyeHwro B3auMocBsizu Al y
nereii ¢ BAIIMIT/CAKUT nHegocTaroyHo, B CBSI3U
C YeM MBI BBITIOJHUIN 0030p JIATEPATyphl, U4TOOBI
n3y4yuTh cBsi3b Al' ¢ Oonee OBICTPBIM XPOHUUYECKUM
NporpeccupoBaHneM 3a00JeBaHUs IOYEK Y AETeH ¢
BAIIMIT/CAKUT, a Takxe BapuaHThI JICUCHUs Ta-
KHUX OOJBHBIX.

ApTepuanbHasi TMNepTEeH3Us KaK (pakTop pu-
cka pa3utus XBIIT

[To nanHbIM pa3HbIX aBTOPOB, Al urpaet posb He3a-
BUCHMOTO (hakTopa prcka Oosee OBICTPOr0 CHHKEHHS
pCK® npu 3ab6oneBanusx nouek [1-3]. [loarBepxae-
Ha B3aMMOCBS3b CUCTOJIMYECKOTO apTepHaIbHOIO JaB-
nenust (CA/L) ¢ mporpeccupoBannem XbII He3aBucu-
MO OT TSDKECTU NPOTEHHYPUH U KBOTHI MOTPEOICHUS
oenxa [9, 11-15]. UccrienoBanus pOBOAMIN B TPYII-
nax CpaBHEHHS Ha OOBIYHOW M MaOOETIKOBOM IHeTe
B TeYeHHE 2—3 JIeT, KOHTPOJIUPOBAIN apTepHalbHOE
nasnerue (AJ]). 284 GonbHBIX U3 25 IIEHTPOB ObUIN
B Bo3pacte oT 2 10 18 ner u umenu XbII C3—4 cra-
mud. Ilpy ncnonb30BaHMM MHOTOMEPHBIX METOIOB
CTaTHUCTUYECKOI0 aHaJIn3a TOJIBKO apTepHaibHas THu-
neprensust (CAJ[> 120 MM pT. CT.) ¥ IpOTeUHYpHSI (CO-
JiepkaHue Oelika B CyTOYHOM Moye™> 50 Mr/Kr) Obun
HE3aBUCHMO B3aUMOCBs3aHbI co cHkeHueMm pCK®. B
uccienoBannn Gonzalez Caledon C et al. Taxke oOHa-
pyxeHo, uto Al' ciocobcTByeT 6oitee OBICTpOMY Ha-
PYLICHNIO (PYHKIMM MMOYEK M YXYALIEHHIO COCTOSHUS
y nereit c CAKUT-cungpomom [9, 14].

Hccnenosanue koroptel CKiD moxasaino, 4to y
neteit ¢ XbII C2—4 craguii HErJIOMEPYISIPHOTO MPO-
ucxoxnenuss (CAKUT wu remernyeckue 3aboneBa-
HUST) HaOTI0Mamoch cpeaaeronoBoe camwkenne pCKO
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ma 0,8 mu/mMun/1,73 m? npu HopmaasHoM AJl 1 Ge3
IIPOTEUHYPUH, OIHAKO, TpU Hanmnmuuu Al mokasaresb
yBemmumics 1o 1,8 mu/mun/1,73 m? [3]. V 73% ne-
teit ¢ XBII C3 u 4-if craguil ycTaHOBJIEH IHMArHo3
CAKUT-cungpom, u npu Hanuuuu y HUX Al puck
nporpeccupoBannus XbII Bo3pactanm Gonee yem Ha
30%.

VYBenuueHue Ha OAHY eOUHULY Z-Oania Ui cu-
cronuueckoro A/l B Hayase mocuenyromero Habmro-
JeHusi ObLJIO CBSI3aHO € TMOBBILIEHHBIM B 1,3 pasa
PUCKOM JOCTHXKCHUSI KOMOMHHPOBAaHHOTO HCXOJa B
KOHIIE HcciienoBanus (cMepTh, moTpedHocts B 31T
nin camkenne pCK® na 50 % u Gonee) [16].

AT, xak (hakTop prcka, OOBIYHO pa3BUBAETCS PAHO
y aereil ¢ XBII u umeeT BBICOKYIO pacnpoCTpaHEH-
HOCTb B 3Toi momymsiuuu. B otuetax NAPRTCS
1994 . u 2001 1., oxosio 67 % u3 3861 pedbenka ¢ XbI1
umenn Al [17].

B otuere CKiD, omybiukoBanaoM B 2008 Toxmy,
IIPEACTABICHBI JaHHbIE O IEPEKPECTHOM aHAJIN3E UC-
xomHoro AJl y 432 nereit (cpennuit Bozpact 11 ner;
60 % wmanbunky; cpenusis CKO 44 mu/mun/1,73 m?).
CK® paccunThiBaiIy 1Mo 3KCKpeuuu orekcona. Bei-
NN 2 Tpajaliy pesyiasraTtoB n3Mepenus AJl:
noBeimierHoe AJl (Al He meree 90-ro poEHTHIISA
U Bo3pacta, mona u pocta) u Al (AJ] He menee
95-ro mpoueHTWIs ISl BO3PAcTa, 1ojla U pocTa WiH
[IPUEM aHTUTUIEPTEH3UBHBIX MPENaparoB), UM Kak
CaMOOIIeHKa TUMEPTOHWU B COYETaHUM C TEKYILUM
JIeYeHHEeM AaHTUTUIIEPTEH3UBHBIMH IpernapaTaMu.
[To moxkazarensim CAJ] Al peructpupoBanu y 14 %,
nossimieHHoe AJl — y 11%. 68% mnanueHTos ¢ mo-
BblieHHBIM CAJl IpUHUMAaNIN aHTUTHIIEPTEH3UBHbIC
npenaparsl. [lo mokazarensm auacroaudeckoro AJf
(TAD) 14% nerteii umenu Al y 9% — oTmeuanoch
noBeiieHHOe AJl. 53 % ManyeHToB ¢ MOBBIIICHHBIM
JAJl npuHUManu aHTUTUIIEPTEH3UBHbBIE MpenapaThbl
[18]. CegyeT OTMETUTD, YTO OT OAHOM TPETH 10 IO-
JoBuHBI caydaeB Al” panee He Obl1a JMAarHOCTHPOBA-
Ha WK ObUIa HEKOHTPOIUPYEMOH.

MexaHu3mM, JeKalnuid B OCHOBe BIUSHHS AJl
Ha nporpeccupoBanue XBbII, aHamoruueH rumno-
Te3e, oOBscHsIOmeld BimmsHHE AJl Ha cepmedHo-
cocymucTyto cuctemy. Beicokoe A/l urpaeT BaxkHYIO
POJIb B Pa3BUTHH KECTKOCTH COCYAOB, BTOPHYHO He-
TaTUBHO BJIMSS IPH 3TOM HA MOYEUHYIO MUKPOLUPKY-
nsmwro [13].

OcHoBHBIM MexaHm3MoM Al B HacrtosIiee Bpe-
Msl CUMTAeTCs AaKTHUBAlMi pPEHUH-aHTMOTEH3UH-
anpriocteponoBoii cuctembl (PAAC). Tak, obmactu
runonepdy3ur MOYeK, TaKWe KaK KHUCTbI, pPyOIbl,
JHUCIUTaCTHYECKas TKaHb M TIOBPEkKACHUE SHIOTEINNS,
BBI3BIBAIOT YPE3MEPHYIO CEKpEeIUI0 PEeHMHA M, Kak
CJIEJICTBHE, MOBBILIEHUE YPOBHS aHIMOTeH3MHA I u

ampaoctepona [1, 19, 20]. AaruorensuH Il He TOTBEKO
AKTHBHUPYET CUMIIATHYECKYIO HEPBHYIO CHCTEMY, HO
U SIBJISCTCS] CUJIbHBIM Ba30KOHCTPUKTOPOM. Bricokast
€ro MpOAYKUHS MHAYLUHPYET THIEPTPODUIO TIIaIKO-
MBIIIEYHBIX KJIETOK KIyOOUKOBYIO M KaHaJbIIEBYIO
IKCIPECCHIO HECKONBKHUX (aKTOPOB pOCTa, IUTOKHU-
HOB M XEMOKHHOB. B pe3ynprare ux cuHeprusma Io-
CTENIEHHO (POPMUPYIOTCS CHayaJla O4aroBblii, a 3aTeM
U TOTaJbHBIA IIOMEPYJIOCKIEpO3, U TyOylouHTEp-
CcTUIMANBHBIN (udpo3 [8, 10, 21, 22].

Kpome toro, anrmorensun Il mpusHan kak mpo-
BOCIIAJIUTENLHBIA areHT, CIIOCOOHBIN MOAYIHPOBAThH
UMMYHHbIE U BOCHAJIUTEIbHbIE PEaKLUU (XEMOTaK-
cuc, nponudeparus U nuddepeHITnpoBKa MOHOITH-
TOB B Makpodaru) pa3indHbIX CTPYKTYyp [23].

Hanpspkenne casura npu nosbimeHnd A/l B koH-
e KOHI[OB TPUBOAUT K (YOPMHUPOBAHHIO DHJOTEIH-
anbpHOU nucyHKIMK. Yepe3 HEKOTopoe BpeMs 4acTh
COCYyIOB 3aIlycTeBaOT. Takas papudukaunus MnpuBo-
IUT K COKpAILEHWIO TKaHeBOi mepdys3uu u mocie-
nytouieit runokcuu [23].

Crout ormeruth, urto netu ¢ CAKUT o6bryHO
UMEIOT Oosiee HU3KHI prcK pa3BuThs Al, uem manu-
EHTHI ¢ IIoMepynonarusiMu. BoaMokHO 310 00yciI0B-
JIEHO AUCQYHKITUEH HE CTOJNBKO KIIYOOYKOB, CKOJBKO
KaHaJbILIEB, W CBSI3aHHOW C HEH HEYyBCTBUTEIBHO-
CTBIO K Ba30NPECCHHY C MTOCIENYIOLIEeH moTepeit coau
u Boubl. Takum 00pa3oM CHHMXKAETCS BEPOSITHOCTD
00BEM3aBUCUMOTO XapakTepa runepreHsuu [19].

Koppexuust aprepuanbHoii runepTeH3un

KonTponb Al cTaHOBUTCSI OCHOBOIIOJIATratoluM B
BeneHUU O0OMbHBIX ¢ XbBII it CHIDKeHHS Tpaguii-
OHHBIX CEPIACYHO-COCYIUCTOTO PUCKA U COXPAHCHUS
0CTaTOYHON (PYHKIIMH MOYEK B TEUCHUE JUTUTESIBHOTO
BpeMeHU. He MeHee BaKHBIMU SABJISIOTCSI U3MEHEHUS
o0pa3a KM3HU ¢ MOTU(UKALUECH AUETHl U PHU3HUe-
CKOM aKTUBHOCTH.

Hexoropeie uccienoBaHusl y B3pOCIbIX MallUeH-
toB ¢ XbII mokazanu, 4To orpaHu4eHne noTpeOIeHus
MTOBAPEHHOMN COJIN MOXKET ITOMOUYb JIy4Ille KOHTPOJIH-
poBarb AJl, U Taxke CIIOCOOCTBYET aHTUTHUIIEPTEH-
3MBHOMY W aHTHIPOTeHHYpHUeckomy 3¢ dekty Omo-
KaToOpOB peHUH-aHTHOTeH3UH-aIbocTepoHa (PAAC)
[24]. Omnako Bce ciry4an BTOPHYHOW ITOYEYHOW TH-
NEepTeH3UN TPeOyIOT MEIUKAMEHTO3HOH TeparuH.
KDIGO pexoMeHayeT HauMHATh MPUEM AHTUTHIIEP-
TEH3MBHBIX npenapaToB y neteit ¢ XbII nmpu AJI> 90-
ro mepueHTuis [25].

Cpenn dapmMaKkoIOTHYecKnuX MpPernaparoB MepBYIO
JIMHUIO AJIs1 ICYCHUS apTepUalbHON THIIEPTEH3UH IIPH
XBIl y gereii cocrapnsitor naHrnOUTOpEl PAAC — MH-
THOUTOPHI aHTHOTCH3MHIPEBPALIAIOLIETO (PepMeHTa
(MAII®) u GmokaTopbl peuenTopoB K aHTHOTCH3HHY
I tuna (BPA) [8, 12, 21, 26, 27].
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Uccnenosanus CKiD mnokaszanau, 4To IETH, MC-
none3ytomue PAAC-6rokaTtopsl mydIiie KOHTPOJH-
pytoT AJl, yeM NauueHThbl, TPUHUMAIOIIUE ApPYTUE
KJIacChl aHTUTUIIEPTEH3UBHBIX cpeacTB [18]. Samuels
et al. Takke TOKa3any YTO MALMEHTHI, IPUHUMAIOIIHIE
HAIID, nmenu Ha 89 % wame HopManbHoe AJl, yem
Te, K10 He npuHuMas MATID, o pe3yinbsraram cyTod-
Horo MmorutopupoBanus A/l (CMAJ), [28].

Jus moctmxenns neneblx mudp AJl gamie Bce-
ro TpedyeTcsi COBMECTHOE HMCIIOJIb30BaHUE HE MEHEe
JIByX KJIACCOB aHTUTUIIEPTEH3UBHBIX CPEACTB. J[BOM-
Has 6mokama AIID (MAII® u BPA) B otnuume ot
B3pOCIIBbIX HE UCKIIIOUCHA Y JIeTell, IOCKOJIbKY HET HC-
CJICZIOBAaHUH, KOTOPBIC BBI3BIBAIOT 0OECIIOKOCHHOCTD
0 MoBOXY O€30MacHOCTH Takod Tepamuu. Kpowme
TOTO, y €Tel 3Ta KOMOMHALUS MTPOJEMOHCTPHPOBA-
Jla aAUTABHBIA aHTUTUTIICPTEH3UBHBIA M aHTUTIPOTE-
nHypH4YecKui 3pdeKT mo cpaBHEHHIO C MaKCUMallb-
HO¥t mo3oit HAIID [29].

Eme omuH MHorooGemarommii kiacc — Oera-
a7peHo0IOKaToOpbl, KOTOpble 001agaroT JOMOJIHU-
TEJIbHBIM CBOMCTBOM CHM)KEHHSI PEHUHA U IPOTECHHY-
pun. InypeTHK MOTYT OBbITh MOJIE3HBIMHU B CUTYaIIU-
AX TUTIEPBOJIEMUN. BIOKaTOPhI KanblIMeBbIX KaHATIOB
HE PEKOMEH[YIOTCSI B KauecTBE MOHOTEpAIluH, TaK
KaKk OHUM HE CHMXAIOT NPOTEHHYPHUIO, XOTS MOTYT
OBITH MOJIE3HBI B KAaYECTBE JIOMOJHHUTEILHOIO arcH-
ta npu nedenuu Al [30]. McTopuueckn cioxuioch
TakK, YTO pa3pelleHne K UCII0JIb30BaHUIO y AeTeH mpe-
MapaTtoB HE BCEr/Ja MO/aBajoCh MPOU3BOAUTEISIMH,
[IOCKOJIbKY KJIMHMYECKHE WUCIBITAHUS IIPOBOAUTH Y
JeTel clokHee, U TpeOOBaHWN K HUM 3HAYUTEIHHO
OoJipllle 1O CPAaBHEHHIO CO B3POCIBIMU IO 3THYE-
CKUM, OMOMETPUYECKUM U MPAKTUICCKUM IPUYNHAM
[21]. ITo aroit mpuunne aeteit ¢ XbII yacto He BKIIIO-
YaroT B KIIMHUYECKUE PAHJOMU3HPOBAHHBIE HCCIIEI0-
BaHus1. Ciie1oBaTebHO, JaHHbIX 110 O€30M1aCHOCTH U
3(h(PEKTUBHOCTH JICKAPCTBEHHBIX MpENapaToB WMEH-
HO B 3TOH, Hanbosiee ySI3BUMOW TpyIIle HACEICHUS
SIBHO HEJTOCTATOYHO.

Crpemsich MPOSCHUTH 3TH cOMHEHUs, B 2018 roxy
K.M. Watt et al. coOpanbl nocTymnHble aaHHbie [31],
ornenuBarore 10 PAAC-GiokaTtopoB, TpeacTaB-
JICHHBIX YIpaBJIEHHEM 110 CAHUTAPHOMY HAA30py 3a
KaueCTBOM IIMILEBBIX IPOIYKTOB U MEAMKAMEHTOB
CIIA (FDA) must ucrions3oBanus y aereit ¢ 1998 mo
2005 r. (amytounuH, OeHA3CIIPIJI, SHATANIPUII, (elIo-
JIYH, GO3UHONIPHII, HpOecapTaH, JTU3UHOIPHII, JO-
3apTaH, KBUHAIPWI U PAaMUIIPUI).

Kaxnas 3asiBka BKJIIOUaia cBeA€HUs 0 0€301acHo-
cTi 1 3(h(HEKTUBHOCTH MHOTOIIGHTPOBBIX TLTaIe0o-
KOHTPOJIUPYEMBIX HCIIBITAHHUH, OJHAKO, CYIIECTBEH-
HOW pa3HHULIbI B YAaCTOTE HEXKEJIATEJIbHbIX ABICHUN
y gereil ¢ HapymeHuem QyHkimuH modek (pCKO
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<90 ma/mun/1,73 M?) 1O CpaBHEHHMIO C TAIHEHTa-
MU ¢ HopMmanpHOU (pyHKIHeH modek (pCKD 90 mn/
mun/1,73 M?) He Habmomanock. Clienyer OTMETUTD,
B aHaJM3UPYyEeMble UCIIBITAHUS HE OBLIM BKJIIOYCHBI
JIeTh ¢ TsoKenod moueuHod auchynkuuein (pCKD
<30 mu/mun/1,73 Mm?).

Bce xe cymiecTByeT HEKOTOpas CAEPKAaHHOCTD
B HasHaueHnn PAAC-OmokaropoB mpu XbII. DOtn
OIaCeHMs OCHOBAHbI Ha BO3MO)KHOM DPE3KOM (IyCTb
Jaxe BpeMeHHOM) cHkeHun pCK®, puckax rumnep-
KaJIMEeMHUH W YCYTyOJIeHUM aHeMHH, CBSI3aHHOW C WX
TIPUEMOM.

E. Wuhl et al. [21] nmpoananmmu3upoBaan 3TH TI0-
0ouHbIe YPPEKTH B IPOCTIEKTUBHOM, PaHIOMU3ZHPO-
BaHHOM, KOHTponupyeMoM uccienosanuun ESCAPE,
MIPOBEAICHHOM B cTpaHax EBpocoro3a ¢ yuacTueM JIni
3—-18 net ¢ XbII C2—4 cramuii. [{enpio uccnenoBanus
0bL10 oLeHUTH 3 ekt cTpororo kKoHTpost A/Jl. 13y-
YyaeMbIM IIPenapaToM ObUI paMUIIPUIL, IIPHEM KOTOPO-
r0 OBLT IPEKpAaIIeH U3-3a TOOOYHBIX APPEKTOB TOIb-
K0 y 2,4% mnauuentoB. KoHUeHTpauusi KpeaTHHUHA
CBIBOPOTKH yBesnnumiack B 1,3 % cinyuaes (5 u3 352
MAIMeHTOB) B T€YEHHE MEepPBbIX 6 MEC JICUeHUs, YTO
comnpoBoxaanock cHmwkeHrneM pCK® Gomee 25 %.

N3-3a cTOMKOM runepkajeMuy MpUeM paMuIlpu-
7a OBUT OTMEHEH TONBKO y ofHoro narmenta (0,3 %)
no cpaBHeHuto ¢ 1,2-1,6% B wuccienoBaHusIX y
B3pPOCIIBIX, U B CPEIHEM YPOBEHD KaJHsl B CHIBOPOTKE
KpOBH yBennumiics Bcero Ha 0,3 MMOJIB/II.

B orHomieHun aHemuu OBUIO YCTaHOBJICHO, YTO
paMUIIPUII CHUXKAJl CPEJHUH YPOBEHb IeMOIIOOMHa
Ha 6 T/71 4yepe3 2 Mec OT Hayaja MpHeMa C IOCie-
JyFOIIed cTabuian3aiuei, TakuM o0pazoM MpoQuIb
0e30macHOCTH mpemnapara y JAeTeil BIIOJIHE IpueMIieM
[21].

Jpyroii ciopHbIil BOPOC — UCTIOJIb30BAHUE UHTH-
outopoB PAAC y GONBHBIX ¢ BPOXKICHHON HMITH TIPH-
00peTeHHOW eMMHCTBEHHOH IMoukoil. CormacHo Ju-
TepaTypHbIM JaHHbIM, PAAC urpaer neHTpaabHYyIo
pOJb B mojAep)kaHuK (PYHKIHUH TIOYEK Y TallMeHTOB
C €IMHCTBEHHOH IOYKOM, YTO BaXXHO KAaK KOMIIECHCa-
IIUOHHBIA MexaHu3M. OJTHAKO CTETIEHb ero BhIPaXKeH-
HOCTH MOXET IOBJIMATH Ha IIPOIPECCHpOBAHUE I10-
YEYHOU HEOCTAaTOYHOCTH.

Henasno M. Simeoni et al. mpuBenu 0030p aute-
patypsbl 10 OLIEHKE JICHCTBUS Mpenapara y 3THx 00Jib-
HbiX [10]. HecmoTpst Ha CKyIHOCTh COOTBETCTBYIO-
IIMX TaHHBIX, OBLIO BBICKA3aHO MPEOI0KEHNE, YTO
uaruoutopel PAAC Tarke o0JIamaroT peHOMPOTEK-
TOPHBIM CBOWCTBOM Yy TALIMEHTOB C €IMHCTBEHHOM
MOYKOH ¢ HEOOJBIIUMH JIOKa3aTeIbCTBAMH CEPbE3-
HBIX 1MOO0OYHBIX 3]dekToB. CTOUT OTMETUTH, YTO Y
MaJIEeHbKHUX JIeTell ucroiab3oBanue BPA Moxer ObITh
6oree nenecoobpasubiM, ueM MAIID, yuuTsiBas, 4to
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YpOBHM aHrHoTeH3uHa Il UMeroT BaykHOE 3HaYeHUE JIIsS
MOJACPKKU PA3BUTHUS U MOJHOTO CO3PEBAHUS ITOYEK.

HeneBbie ypoBuu 1 MOHMTOPUHT A/l mpu XBII
y aereit

Pan uccnenoanuil y nerei mocBAILIEHbI HE TOJIb-
KO BBIOOpY Teparuu, HO U IieJeBoMy YpoBHIO AJ[
[12], toe omenmBancs 3PQHeKT CTPOroro KOHTPOJISI
apTepuanbHOTO AaBrneHus (Hmwke 50-ro MpOIeHTHIIN)
U OPOrpecCUpOBaHUE MOYEUHOM HEJOCTATOUHOCTH
B CpaBHeHHH C 0ObI4HBIM KOHTpojem AJ (50-90-i
MPOLIEHTHIIB). Bece manueHTs! B McciieoBaHUH TT0JTY-
YyaJld OJUHAKOBYIO /103y pamurpmia. J(onoaHuTe s-
HOe cHWkeHue AJl B rpymnne yCUJIE€HHOTO KOHTPOJIS
AJl mpu HEOOXOIUMOCTH OCYIIECTBISLIOCh MyTEM
fpueMa aHTUTUIIEPTCH3UBHBIX CPEACTB, KOTOPbIC HE
SBJSUIMCh MHrHOMTOpamu, antaronucramu PAAC.
IIpu ycunenun kontponst Al (Al mmwxe 50-ro mpo-
LIEHTHJIS U1 COOTBETCTBYIOIIETO BO3pacTa) Mo CpaB-
HEHHUIO C OOBIIHBIM IIeJIEBBIM TOKa3areneM (A ] Mmex-
oy 50-m 1 90-m mponentuisimu) puck 50 % notepu
(hyHKIIMK TIOYeK uiu nporpeccupoBanus no TIIH 3a
5 net okazaiucs Ha 35 % Huke. Takol adext Habr0-
Jascsi y OONBbHBIX € TIIOMEPYIOTaTUel, TUCIUIA3ueH u
/ IITM TUTIOTUTa3Kel TIOYeK, He BKITFOYast IPyTue BPOXK-
JICHHBIE WM HacTeICTBeHHBIE Hedponatnn. OT4acTn
Ha OCHOBAHMHM 3TUX BBIBOJIOB B peKoMeHAauusx EB-
porielickoro o0IIecTBa Mo apTepUaNTbHON THIIEPTEH-
3uM noATBepkAeHO, uTto AJl y aereit ¢ XBII nomxHO
ObITh HIKE 50-TO MPOUEHTWIIS NPU NPOTEHHYPUHU H
HIDKE 75-TO MPOICHTHIIA Y MAIlMeHTOB 6e3 MpoTeu-
mypunm [32, 33].

[Hocnennne pexomenaannu mo AI' KDIGO 6pun
omyonukoBanbl B 2021 1., pexomennanuu AAIL — B
2017 r. [25, 26]. B o0oux ciydasx IelieBbIe 3Ha4e-
uus AJl Gonee crporue: AJl cieayer CHU3UTH JI0
ypoBHS HUXKE 50-TO MPOLEHTWIIA, €CITU HeT KIUHH-
YECKUX CHMIITOMOB THIIOTEH3UHU. B pekoMmeHmanmsax
KDIGO npeaycMarpuBaeTcsi KOHTPOJIb Ha OCHOBE
cinyyaiineix usmepenuit AJl, B To Bpems kak AAIL —
Ha ocHoBe CMAJI.

Hactosmue pexomenmanuu AMEpHKAHCKON ac-
commanun cepana paccmarpuBatoTr CMAJL kak
3070TOM cTaHmapt mis moHutopwara AJl [34]. B
MHOTOUYHMCJIEHHBIX HCCIEI0BAaHUAX JOKA3aHO HaJu-
YUEe CTAaTUCTUUYECKU 3HAUMMBIX B3aUMOCBSI3€H MEXK-
oy pesynasraraMu CMAJ] 1 cTeneHbplo MopaskeHus
OpraHOB-MHILIEHEH MO CPABHEHHUIO C MOKa3aTeasiMu
oducuHoro AJl [36-38]. Kpome Toro, CMA]J] HeoO-
XOAUM M HE3aMEHUM Il JUArHOCTUKHU CKPBITOMH,
HOYHOM THNEPTEH3UU U AHOMAaJIbHBIX H3MEHEHUU
AJl, HEBO3MOXHBIX JIJIsl ONPENEICHUS IPU UCIOIb-
30BaHUM CIIy4alHbIX opuCHBIX n3Mepenuid A/l [27,
39]. B pexomenmamusax AAIl ykazano, uto, He3a-
BUCUMO OT o¢ucHoro mamepenus AJl, y nereil u

nmonpoctkoB ¢ XbII u amamuezom Al AJl ciemyet
OIICHUBATH €XKETOAHO ¢ moMoIsio CMAJI mist ckpu-
HUHTa Ha CKPBITYIO runeprensuto [26]. B 2012 rony
B otuere Koroptel CKiD 332 netam ¢ XBII nmposenu
CMA/I uepe3 1 ron mocie BKIIOYEHUS B UCCIEI0BA-
Hue, 'y 35 % OONbHBIX JETeil BIOCIECACTBUU ObLIa
JMUarHOCTHpOBaHa CKpwiTas Al, ompexpenseMas Kak
HOpMasibHasT TIpu oducHOM m3MmepeHun AJl, dro
He cooTBeTcTByeT nokazarensim CMAJL [28]. Ipu-
BEJICHHbIC JAHHBIC B OTUETE TAKXKE MOJACPKHUBA-
10T pexoMeHnanuu AAIl o BBITIOTHEHUU €KETOHO
CMA/I netsim ¢ XBIT.

Ilporennypuss u aprepuajbHas TUNEPTeH3UA
npu XBII y nereii

[Iporennypus sBIIETCS BaKHBIM HE3aBHUCHMBIM
MapKepoM aKTUBHOCTHU 3a0oJeBaHus mouek [4, 9, 22,
40]. Onpenenennslie B3auMocBsisu Al 1 nporenny-
puu u3BecTHBL. B wactHOCTH, KOHTpOIH A/l cam mo
cebe oOnazaeT aHTUIIPOTEHHYPUUYECKUM CBOWCTBOM
KaK y B3pOCJIBIX MTAIUEHTOB, TaK U y JeTel. ITO 00b-
sicHsieTcst TeM, yto aktuBanus PAAC nmpuBomut He
TOJIKO K TMOBBIICHUIO AJl, HO U YBEIUYEHUIO BHY-
TPUKITYOOUYKOBOIO JIABJICHHUS, CTUMYJISIIUA MECTHO-
IO BBICBOOOXKICHUSI ITUTOKHMHOB. OTCIONa pa3BUTHE
runepuUIBTpaNny, a CIe0BaTEIbHO, CIOCOOCTBYET
YBEIMYSHUIO TIPOTEUHYPHH, YTO BeleT K (HOPMHUPO-
BaHUIO TYOYJIOMHTEPCTHIIMATHLHOTO M He(ppOCKIepo-
3a [41-43].

Takum 00pa3oM, MOHUTOPHHT apTepUabHON T'H-
MIEPTEH3UHU CIeyeT MPOBOAUTH B COYETAaHHUU C MO-
HUTOPWHTOM TPOTCHHYPHH. BEBIOOp mpemaparos,
KOTOpBIE TTONABIIAIOT akTUBHOCTE PAAC B KadecTBe
TIEPBON JIMHUH TEepaIHH, CTAHOBUTCS HEU30EKHBIM,
MIOCKOJIbKY OHM 00€CHEeYHBAIOT PeasibHYIO0 PEHOIPO-
TEKIUI0. bomplas 4acTh MPUBEACHHBIX JAHHBIX B
HacTosIel paboTe BHITEKAeT U3 UCCIEI0BaHUM U py-
KOBOJICTB, NPOBeJIeHHbIX ¥ nieteit ¢ XBII, u He cnieru-
ampHO 1y neteit ¢ CAKUT, mocKoIbKy HMEFOTIIasicst
nuteparypa orpannueHa. Onqnako CAKUT sBasiercs
Benyuei npuuuHoit XBII B geTcTBe, ciaenoBaTenbHo,
MOTYT OBITh SKCTpanoarupoBanbl Ha eteii ¢ BAIIMIT/
CAKUT.

SAKJIOMEHUE

BAIIMIT/CAKUT sBnsitoTcsi OCHOBHOH NpHYH-
HOM B aTHojorudecko crpykrype XbBII y pereit.
ITporpeccust auchyHKIUM MOYEK Y TAaKUX MalUEH-
toB 10 TIIH Hepenko mpoHCXOAMT B TOM BO3pacte,
KOTJIa OHM MEepecTaloT HaOmogaThes y Hedpoora-
neauarpa. Baxkno, 4TOOBI 3TH HanUEHTHl OBUIH
CBOEBPEMEHHO MOCTABJIEHBI HA YUYET K «B3POCIOMY»
Hepoory A MPOJOLKEHUS aJleKBaTHBIX Hedpo-
MPOTEKTUBHBIX MEPOINPHUITUI, BaXKHOW COCTaBIISIO-
1€l KOTOPBIX SIBISETCS )KECTKUM KOHTpoab Al
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