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AHHOTaUMA

ApTepuanbHas runepTeH3uA ABNAETCA Kak NPUUYMHOI, TaK 1 pe3yNbTaToM NPOrpeccMpoBaHnA XpoHNYeCkoii 6one3HI MoyeK, KOTopas NopaxaeT nopAaka
10-15% nonynAwMm BO Bce MUPE U PaCNpOCTPAHEHHOCTb KOTOPOIA HeYKNOHHO pacTeT. 1o Mepe CHUMXEHUA CKOPOCTI KNybouKoBOIA GunbTpaLyi, ypoBeHb
apTepuanbHoro AaBNeHMA 3akoHOMepHO pacTeT. ApTepuanbHan runeptensna (AT) n xpoHuueckas 6onesHb nouek (XbIT) ABAAIOTCA HE3aBUCUMBIMY 1 LUINPOKO
3BECTHbIMY (AKTOPaMIN PUCKa Pa3BUTUA CEPAEUHO-COCYAUCTBIX 3a60N1eBaHMIA, a UX COUETaHMe 3HAUMTENbHO YBENNUMBAET 33601€BaEMOCTb U CMEPTHOCTb OT
cepAeyHo-cocyamcToil natonoruu. KOHTPONb apTepuanbHOro AaBneHUA ABNACTCA BaXKHeILLIM GaKTOpOM, MO3BONANLINM 3aMenuTb nporpeccupoBaHite XbIl
1 CHU3UTb CepAeYHO-COCYAMCTDIN PUCK. B HacToALLee BpemaA B HAyuHOI cpefie CYLLeCTBYET pAZ Pa3HOTNACKIl B OTHOLLEHIN LiENeBbIX yPOBHEIl apTepUanbHOro
JaBneHus y naynenTo, crpagatolnx XbIl. HemeankameHTo3Hble METOAbI NeyeHIns N03BONAKT CHU3UTb YPOBEHb apTepuanbHoro JaBneHna B pase Ciyyaes,
HO He 106MTbCA JOCTIKEHNA LieneBbIX 3HaueHuii. MaumeHTbl ¢ AT v XBIT HyfatoTca B npoBeeHnin KOMOMHUPOBAHHOI MeaMKamMeHTO3Holi Tepanuu. Paa
COBPeMeHHbIX NpenapaTos 0611aaloT AONOAHUTENbHBIMI KAPANO- U HEQPONPOTEKTMBHBIMI CBOIACTBAMM W J0MKHbI PACCMATPUBATLCA Kak nepBas MHUA
Tepaniuu. lepcoHanu3upoBaHHbIii NOAX0A, 0CHOBAHHbI Ha NPUHLIMNAX 0KAa3aTeNbHOCTH, N03BOAAET 0OUTLCA KOHTPONA apTepUanbHOro JaBNeHNs, CHIKaA
CepAeYHO-COCYANCTBIN PUCK 1 3ameanas nporpeccupoBaque XBI1. laHHbIi KOHCEHCYC 0606LaeT cOBpeMeHHbIe JaHHble IMTEPATYPbI, @ TaKXKe OCBeLLaeT
0CHOBHble NOAX0AbI K BeaeHuto naunenTos ¢ Al u XbIl.

KnioueBble cnoBa: apTepuanbHas runepTeH3ns, XpoHuueckas 6onesHb nouek, CKOpoCTb KNybouKoBOi GunbTpaLum, apTepuanbHoe AaBnexue, crabunbHas
uweMmnyeckas 6one3Hb cepaLa, OXMpeHUe, CMHAPOM 06CTPYKTMBHOIO aMHO3 CHa, NErouHas runepTeH3us, bepemeHHOCTb, MOAPOCTKY, MPOrHO3
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Abstact

Arterial hypertension is both the cause and the result of the progression of chronic kidney disease, which affects about 10-15% of the population worldwide

and the prevalence of which is steadily increasing. As the glomerular filtration rate decreases, the blood pressure level rises respectively. Arterial hypertension
(AH) and chronic kidney disease (CKD) are independent and well-known risk factors for the development of cardiovascular diseases, and their combination
significantly increases the incidence and mortality from cardiovascular disease. Blood pressure control is the most important factor in slowing the progression

of CKD and reducing cardiovascular risk. Currently, there is a place for discussions in the scientific community regarding the target blood pressure levels in
patients suffering from CKD. Non-pharmacological methods of treatment can reduce the level of blood pressure in some cases, but do not help to achieve

the target values in most of the cases. Patients with hypertension and CKD need combined drug therapy. Certain modern drugs have additional cardio- and
nephroprotective properties and should be considered as the first line of therapy. A personalized approach based on evidence-based principles makes it possible
to achieve blood pressure control, reducing cardiovascular risk and slowing the progression of CKD. This consensus summarizes the current literature data, as well
as highlights the main approaches to the management of patients with hypertension and CKD.
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pulmonary hypertension, pregnancy, adolescents, prognosis
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BBegeHne

XpoHundeckas 6one3Hb movek (XBII) BoraBasgerca y 10-15%
Homy AUy Bcero mupa [1, 2]. Miccnepoareny oTMe4aloT exe-
TOZHBII HEYKJIOHHBII pocT 3aboneBaemocty XBIL. B 2012 roxy
BBIII/IY Ha HACTOALINI MOMEHT IOC/IeHIe KIMHIYECKME Pe-
komeHgaunyu KDIGO (Kidney Disease: Improving Global
Outcomes) no puarnoctuke u nedenuto XBII [3]. [Tnauupy-
eTca ux obHoBeHue B 2023-2024 rogax. OgHako B 2021 rogy
skcnepTsl KDIGO BbINYCTMIN HOBBIIL JOKYMEHT, IOCBSAIIEH-
HBIIT Tpo6eMe apTepuanbHOro gasneHus (A]l) y mannueHToB
¢ XBII [4].

ITosABNeHNe TOJOOHBIX peKOMeHJaLuii 00ycIoBIeHo Gec-
CIIOPHOJI aKTYaJIbHOCTBIO NMPOO/IEMBbl COYeTaHMA apTepyab-
Holt runeprensun (AI) n XBII. ITosbluieHHbI ypoBeHb Al
HepaspbIBHO CBSI3aH C MOpPa)kKeHMEeM IOYeK U HeOIaromnpusT-
HBIM CEpP/IEYHO-COCY/IUCTBIM IPOTHO30M y HanueHToB ¢ XBII.
B oTeuecTBeHHBIX KIMHMYECKMX PEKOMEHAIMAX 10 IeYEH U0
XDBII B HacTOAILee BpeMs pasfiell, HocBAlleHHblT Al, HeBenuK,
HO B 6yay1eM, 6e3 cOMHeHMIt, OH OyeT paciunpeH [5].

OnpepeneHuna

Xponnveckas 6onesHp nodek (XBII) - aTo mepcucrupyio-
Iiee B TeYEHVE TPeX MecsIeB win 6oree mopa)keHue opraHa
BCJIE[ICTBYE MEMCTBYUS PAasIMYHBIX ITUONOTMYECKNX (PaKTO-
POB, aHATOMUYECKOI OCHOBOII KOTOPOTO SIBISAETCS IIPOLIECC
3aMellleHNsl HOPMa/JbHBIX aHATOMUYECKUX CTPYKTYp ¢ubpo-
30M, IpUBOAAWMII K ero pucdynkumu [3]. B kamHM4eckoit
npaktuke guarno3 XbBII crefyer ycTaHaBIMBATh IIPY BbLIBIIE-
HUU B IIpoOLiecCe KIMHUYECKOTO 00CIeOBaHMs TIOOBIX MapKe-
POB, yKa3bIBAIOLIVX Ha IOBPEX/EHNe 0YeK U IePCUCTUPYIO-
VX B TeYeHNe TPeX MecsieB i bornpiie [6].

AprepuanbHas runeprensus (Al) — cuHEpoM moBbIIIEHU S
cucronnueckoro Al (manee - CAJl) 2140 MM pT. CT. u/Unu gu-
acrommueckoro AJl (gamee — JTAJ]) 290 mm pr. cT. Tunepro-
Huveckas 6omnesns (ganee — I'B) — XxpoHMYecku npoTeKamIee
3aboneBaHMe, OCHOBHBIM IPOSIBIEHUEM KOTOPOTO SIBIISIETCS
noBeinterue AJl, He CBI3aHHOE C BbISIBIEHNEM SIBHbBIX IIPUYLH,
MPUBOASILINX K PasBUTUIO0 Bropn4Hbix popm Al (cummnToma-
tuyeckue AT).

BropuuHas (cumnromarndeckas) AT — AT, o6ycinoBneHHas
M3BECTHOI IPUYMHOIM, KOTOPYI MOXXHO YCTPAHUTh C IIOMO-
1[I0 COOTBETCTBYIOIErO BMEIIATENbCTRA [7, 8].

MaToreHes paseutna Al npyu XpoHNYeCKon
6onesHu nouek

Heckonbko MexaHU3MOB 00ycnaBnuBaioT passutue Al y ma-
nuenTos ¢ XbII, 4To, B cBOIO 04epeb, UTpaeT BaXKHENIIYIO IIPK
BBIOOpE COOTBETCTBYIOLIEN TAKTUKM JledeHMsl. AKTUBAIVs
CUMIIATMYeCKOIl HEPBHOI CHCTeMBI Ha (POHE CHIDKEHM S QYHK-
LU TTOYeK MPUBOANT K pasButnio AT y maruenTos ¢ XBIT [9].
ITo Mepe CHIUKeHM I pacUeTHON CKOPOCTH KIIYOOYKOBOI PuIb-
tpaunn (pCK®) akTuBUpyeTCcA peHMH-aHTMOTEH3UH-aTbIO-
crepoHoBas cucrema (PAAC), cioco6CTBys 3amepxKe HaTpUs
" KMAKOCTY B opranusme [10]. JomonHuTenbHBIM GaKTOPOM,
CIIOCOOCTBYIOLIMM IIPOTPECCUPOBAHMI0 TIOPAXKEHUsS IOYeK,
ABJIAETCA ITOBBIIIEHHAasA YYBCTBUTENBLHOCTb K comu [11]. He-
BO3MOXXHO He IMOJAYEPKHYTb POJIb SHAOTEMNATBHON FUCPYHK-
uun [12], xapaktepHoit fjs manyeHToB ¢ XBII u acconuupo-
BaHHOI ¢ AT, a Tak)e TOBBIIIEHNS ApTePUATBHOI )KeCTKOCTH,
SIBJISIIOLIETOCS He3aBUCUMBIM (PaKTOPOM PUCKA PasBUTHUS Cep-
Ie4HO-COCYANCThIX 3aboneBanuit (CC3) [13, 14].

LleneBbie ypoBHu A/]

Knuunueckne pexomenpauyy M3 PO mo neyenmio XDBIT
HNPUAEPKMBAIOTCA MHEHUS O TOM, YTO C Le/IbI0 CHV)KEHUA
CMEpPTHOCT) OT BCeX IIPUYMH M OCHOBHBIX CepfiedHO-COCYIu-
CTBIX coOBITNIT y manyenTos ¢ XBII u rpaganuaMu anboymu-
Hypunu Al-A2 (anmp6ymunypus <300 mr/cyrku wam <300 Mr/r)
u AT HeobxoamMo fobuBarbcs cHikennst CAJl no yposHs 130-
139 MM pT. cT. /111 CHM>KEHWA TEMIIOB IIPOTPECCUPOBaHMA INC-
¢byukuuy novex u pucka TITH y manmentos ¢ XBIT C1-C5 u AT
IOpu rpajanuax anboyMuHypuu A3 u Bbllie (aIbOYMUHYpUS
2300 mr/cytku mnu 2300 Mr/T) MM HaJIUYUU CTOIKOI HPO-
tennypun (06mmit 6emok Moun 2500 mMr/cyTku mwin 2500 Mr/r
MBI peKOMeHAyeM mobmBarbcsi cHiDKeHus CAJl mo ypoBHs
120-130 mm pr. cT. u JAJl <80 MM PT. CT. IpU OTCYTCTBUU IIPO-
TuBoMNoKazauuit. ¥ mauuentos ¢ XbII u AT’ Mbl pekoMeHyeM
usberarp cHypkerust CAJl <120 MM pT. CT., MAKCMMAJIbHO MH-
TVBUIYaNU3NpysA aHTUTUIIEPTEH3NBHYIO TEPANNIO, /I Mpef-
VIPeXAeHNUs] BO3MOXHOI rumonepdy3un >KM3HEHHO BaX-
HBIX OPTaHOB JI CBS3aHHBIX C HEJl HeXXe/laTe/IbHbIX 3 (PeKTOB
[5]. TloguepkuBaeTcs 1 BaXKHOCTD ycnonb3oBanuss CMAJL kak
«307I0TOTO CTaHZapTa» guarHoctuky AT [15].

B pexomenpanusax xe no nedenno AI' M3 PO skcmepTot
MPUAEP>KMBAIOTCS MHEHMSI O TOM, YTO Ial{MeHTaM C Auabe-
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TUYecKoit u HefuabeTndeckoit XBII peKOMeHAYeTCs CHIDKATh
CA]l po 3nauennit 130-139 MM PT. CT. B CBA3Y C JOKa3aHHBIMMI
IIpeMMYyIIeCTBaMU B CHVMKEHUM PUCKA CEPHEeYHO-COCYAMUCTHIX
co6bITuit [7]. Toro xke MHEHMS IPUAEP>KUBAIOTCS U CIIELIAIN-
cthl Poccuiickoro Mmepuiuackoro obmecrsa mo AT [8].

Bormepmue B 2021 rogy pexomenpauyy KDIGO mo xoH-
Tponio AJl peKOMeHYIOT B KauecTBe IieieBoro sHadeHne CAJl
HyoKe 120 MM pT. CT., OCHOBBIBAsICb Ha JaHHBIX JCC/IENOBa-
uus SPRINT [16]. OgHako BayKHO OTMETHUTb, YTO B MICCIIENOBA-
HJe He BKJIIOYa/lINCh ITallVIeHThl, CTpafjalolyie CaXxapHBIM Jiua-
6erom (C[I), a Takxe TOT QaKT, YTO POBeJEeHNE U3MEPEHNUI
AJl ocymecTBnsics 6e3 KOHTPOISA MENUIMHCKOTO MepCOHa-
J1a, YTO MOTJIO 3HAaYMMO HMOB/IMATD Ha OJTy4Ye€HHbIe MICC/Ie0Ba-
TEAMU Pe3y/IbTaThl IO CPABHEHMIO MCXOR0B B rpymnmax CAJl
H1Ke 120 MM pT. cT. 1 140 MM PT. CT. ¥ He TTO3BOJISIET HA/IEXKHO
onMpaThcs Ha HuX. Kpome Toro, B rpyIine MHTEHCMBHOTO CHU-
keHns AJl OCTOBEPHO yBEIMYMBATIOCh KOJIMYECTBO C/TyYaeBn
ocrporo nospexjenns nodex (OIII). IMonmynauuy manneH-
T0B ¢ C]I 651710 TOCBSIIIEHO MINPOKO U3BECTHOE UCCIESOBaHEe
ACCORD [17, 18]. OgHako pe3yabTaTbl 5-MeTHETo Habiiofe-
Hus 3a manguentamu ¢ CJI u TpeMsi OCHOBHBIMU (DaKTOpamMu
pucka (koHTponsA raukemMnnu, AJl ¥ ypoBHA XomecTepuHa Ha
¢done Tepanuu pubpaTamu unu mnanebo B JOMOTHEHNME K CTa-
TUHAM) OKa3a/IMCh HEOTHO3HAYHbBIMI.

XpoHuuyeckana 6onesHb NoyeK y 60/bHbIX CO
BTOpUYHbIMUN ¢popmamu Al

Bropuunsle (cumnromatmdeckue) AI' cBssaHbl ¢ 3aborne-
BaHUAMY, IPY KOTOPLIX NPUYMHON NoBblenna AJl ABnserT-

s TIOpakeHMe Pas3/IM4HbIX OPTaHOB U cuctem, u Al aBnser-
Csl JIMILIb OHUM Y3 CMMIITOMOB 9THUX 3a00/1eBaHMIL. DTY BUbI
AT pacnpocTpaHeHbI 3HaUUTETbHO MEHbIIE, YeM 3CCEHIIMAIb-
Has TMIIEPTEH3MS, U BBIABIATCA y 5-15% nul, crpajaloimmx
AT [8].

PeHonapeHxumato3Hasa Al

PenomapenxumarosHas Al - ¢opma CHMITOMATIYECKO
AT, BbI3BaHHas 3a00/IeBaHMEM IIOYEYHON IAPEHXMUMBI, CO-
crasiseT 2-10% cpepu Bcex popm AT [19]. Hedpomnaruu 6biBa-
10T IPHOOPETEHHBIMI U BPOX/IEHHBIMH, II0 XapaKTepy Hopa-
YKEHUs OfHOCTOPOHHME U IBYCTOpOHHMe. Takxe HepomaTuu
[IOfipasfensoT Ha fuabeTndeckyo u Hefguabernyeckyo. Pac-
IIpoCcTpaHeHHOCTb AT BapbupyeT B 3aBUCMMOCTYU OT IIPUYU-
Hbl XBIT; npu guabetudeckoit Hedpponatuu Al BcTpedaeTcs B
87% cnydaes, Ipu MOMMKUCTO3€ IOYEK — 74%, IpU XpOHMYE-
CKux nuenonedppurax — 63%, npu rromepynoneppurax — 54%.

Bslmreniepeuncientsle 3a6oeBaHmsi B CBOEM fiebioTe mopa-
XAIOT OT/ebHbIe HepPOHBI, IpK TMbOeIN KOTOPBIX HapyIlaeT-
Csl aQpXMUTEKTOHMKA MOYKM. VIHTaKTHbIe HePOHBI, AfALITUPY-
SCh K moTepe GYHKINUM, MOBBIIIAIOT CKOPOCTh (QUIBTPALINN.
IToBbilIeHMe M/IAa3MOTOKA M TUAPOCTATUYECKOTO JaBjIeHU:A
IPUBOAUT K (POKATIBHOMY ITIOMEPYIOCKIEPO3Y U CHIDKEHUIO
Komn4ecTBa GYHKIMOHUPYIOIMX HeHPOHOB. DTUM HAaTOTeHe-
TUYECKUM IPOLIeCCOM OOBSICHSETCS BaXKHasl POIb KOHTPOJIS
AJl y manueHTOB ¢ pasnin4HbiMu Hedponatusamu. Ilpu nnabe-
TUYeCKOl He(pOIaTUy TaKXe BO3HUKAET y3/I0BOIL MK Jud-
(y3HBIIT CK1epPO3 KTyOOUKOB, IPUBOAAIINIT K CHIDKeHMI0 CKD
U HOSIB/IEHNIO anbOyMuHa B Moye [20].

Ta6nuua 1. Dopmbl BTopnuHbIX Al XapaKTepHble NPOABNEHNA N CKPUHUHroBble 06cnefoBaHnA. ApanTupoBaHo u3 [8]
Table 1. Types of secondary hypertension: characteristic manifestations and screening examinations. Adapted from [8]

PacnpocTpaHeHHOCTb

XapaKTepHble nposBneHus

CKpUHMHroBble ob6cnepoBaHnA

MNMoueyHble napeHxnmaTo3Hble Al
2-10%

AHaMHe3: 3a60neBaHuA NoYekK, M3MEHeHUA B aHanm3ax
Mouu (@nbbyMyHYpus, NPOTENHYPUA, TENKOLUTYPHSA,

O6wWuit aHann3 Moun, BUOXMMUNYECKNIA aHANTN3 KPOBU
(kpeaTuHWH ¢ pacueTom CK®, rntoko3a, MouyeBas
KNCNoTa, NUNUAbI, Kanui)

(aTepocknepoTMYeCcKuin CTeHo3
NoYeYHbIX apTepun)

PeLnAVBMPYIOLW NI OTEK NErKKX; yXyaleHne GyHKunm
nouek npwu neverum MANO nnn BPA; cuctonnuecknin

rematypus) Y3 nouek
Taxenasa Al'y nuy ctapLue 55 neT nnn monoxe
BasopeHanbHaa AT 30 net; PAT; MynbTUdOKanbHbIN aTepoCKiepos; Y3W nouek

[lynnekcHoe ckaHMpOBaHMe NOYeYHbIX apTepuii,
KT nnn MPA noyeuHbix apTepuii (Npy Hanuymum

aHanbreTUKM n HeKOTopble apyrmne

nposoumpoBaTb Kpusbl AlTl: BB, onnongHble

1-10% WyMm Haga OploLwHbIM OTAENOM aopThbl; Y3 nouek AMArHOCTUYECKNX BO3MOXKHOCTEN)
(pa3Huua B pa3mepax noyek 6onee 15 mm)
COAC MpepbIBUCTbIA HOYHOW Xpan, OCTaHOBKa AbIXaHUA BO ONPOCHMK WKasbl COHAMBOCTY INGOPT;
5-10% CHe, HUKTYpWA, HapyLLEeHNe CHa, fHeBHas COHMMBOCTb, My bCOKCMIMETPUS BO BpEMs cHa
YTPEHHASA rofloBHas 607b, OXNpPeHne
[Mnokanvemmua (CNOHTaHHAA AW UHAYLMPOBaHHaA Kanwi B CcbIBOpOTKe KPOBU; KOHLEHTpauua
NpPVEMOM ANYPETUKOB) 1 ee NPOABNEHUA: MblLLeYHas anbAoCTepoHa (NoBbILWEHA) U AKTUBHOCTb PEHUHA
MepBuyHbIN cnabocTu, napecTesnu, Cyaoporu; HUKTypus (Hu3Kasn) B Nnase KpoBW (MccnenyioT Npu oTMeHe
rmnepanbhoCcTePOHU3M B yacTu cnyyaeB — HOpMoOKanMemus, ManoCUMITOMHOE | NPenapaToB, BAUAIOLMX Ha 3TV NoKasaTenu)
5-10% TeyeHune MCKT unn MPT Hagno4Ye4yHnKoB
AKLMOHMPOBAHHbIe MeTaHePPVHbI B CyTOUHOMN
'K Ha poHe nosbiweHHOro nnm HopmanbHoro Al. Mpwu Opaku P bp Y
! Moue 1/vnnu cBo60AHbIe MeTaHePpPVHbI B Nyla3me
Kpu3e: ronoBHas 60nb, cepauebrneHne, YpeamepHas
KpOBW, CiefyeT UCKoYaTh npenapaTbl B Niasme
®eoxpomouyyToma MOTAMBOCTL, GneHOCTL KpOoBW, criegyeT NCKoyaTb npenapaTbl, BAMAIOLWME Ha
0,1-0,8% B yacTn cnyyaes - ctabunbHas Al 6e3 K. MoryT posu, cnedy penaparbl, u

3TV NoKasartenu
Mpy nonoXxunTenbHOM pesynbTate — METOAbI
Tonnyeckon guarHoctukm (MCKT, MPT)

CuHapom 1 6onesHb VueHko-
KywwuHra
<1% cn

[Ancnnactmnyeckoe oxnpeHuve, nyHoo6pa3H0e nnyo,
TpOd)VI‘-IECKVIe M3MEHEHUA KOXN, CTPUKN, CTEPOUAHDBIN

CBO60,D,HbII7I KOPTKN30N: B CbIBOPOTKE KPOBU 1NN B
06pa3ue CJ1IOHbI B BeYepHee BpeMA Unn B CyTOl-IHOI7I
Mouye

MpumeyvaHmne: Al - apTepuanbHas runepteHsus, Y3U - ynbtpasBykoBoe nccnepoarme, CKO - ckopocTtb knyboukoson punbtpanmm, MANO —
MHIMOGUTOPBI aHrMOTEH3MHNpeBpaLlatowero depmeHTa, BPA — 6nokaTopbl peuenTopoB K aHrmoteH3nHy, COAC - CMHLPOM OGCTPYKTUBHOIO anHO3
cHa, K - runeptoHnyeckuin Kpus, MCKT — mynbTucnupanbHas KomnbloTepHas Tomorpadus, MPT — MarHnTHo-pe3oHaHcHas Tomorpadus, CLl -
caxapHblii fruabeT, ATl — aHTUrunepTeH3nBHbIe NpenapaTbl, Bb — 6eTa-6nokaTopbl
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VALCELAV,

- KOHCEHCYC

A\CARAS SRS AS

OwnarHocTuka.

Bepudukanus HepponaTuy 0OCHOBBIBAETCS HAa aHAMHECTH-
4eCKIX [JJAHHBIX (3a00/IeBaHMe [T0YeK), TabOpPaTOPHOIL JMarHO-
cTuKe (M3MeHeHMs B 001IeM aHa/IM3€e MOYN, YPOBEHb CBIBOPO-
TOYHOTO KPEaTMHUHA), a TAKXKe JAHHBIX NHCTPYMEHTAIbHBIX
nccnefoBanuil (yIpTPasByKOBOE MCC/IELOBAHME ITOYEK, KOM-
NIBIOTEpHAs ¥ MarHUTHO-Pe30HAHCHas ToMorpadum) [21].

JleueHwue.

[TanueHTaM C IOpaKeHMEM I0YEYHO MapeHXMMbI PeKo-
MeH/[0BaH KOHTponb Al U OCTU)KeHME €ero LielleBOTO YPOB-
Hsa. IIpemapatamyu BpiOOpa Kak IIpM AMabeTHYECKOil, TaK U
HeanabeTu4eckoit HedppomaTuit sBIAIOTCI MHTMOUTOPHI aH-
rnoTeHsuH-npespamamninero ¢epmenta (MAIID) win 610-
KaToOpoB pellenTopoB aHrmoTensuua (BPA) mop xoHTponem
CBIBOPOTOYHOTO KpeaTVMHMHA ¥ Kaaus depe3 2-4 Heflenu I0-
cie MHUIManuy tepanuu [22]. [ manueHToB ¢ guabernde-
CKOJT Hedpomarueil 11en1ecoo6pasHbIM ABIAETCS MOHUTOPUHT
yposusa HbAlc nBa pasa B rof. [l KOHTPOJIA ITIMKEMUN Te-
paImieil mepBoil TMHUN ABIAIOTCA MeTGOPMUH U MHIMOUTOP
HaTpPUII-ITIIOKO3HOTO KoTpaHcmopTepa 2-ro tuma (mHIJIT2)
[23-25].

PeHoBacKkynapHasa Al

PenoBackynsapHas AT saBnserca ogHolt 13 GopMOIt BTOpud-
Holt AI, KOTOpas pasBUBAeTCA IPU MOPAXKEHMM ITOYEYHBIX
aprepuit m160 GpUOPOMBILIEYHOI AUCIIIa3NEeN, TUOO aTepo-
CK/IEpOTHYECKUMU MOpaXkeHusiMu [26]. PacipocTpaHeHHOCTD
¢$uOpOMBIIIEYHON UCIITA3UM B OOII{el] IOy AL COCTABIIS-
eT mpuMepHo 0,4% 1 HambosIee YaCTO BCTPEYaeTCsl Y )KEHILINH
B Bo3pacTe 20-50 net [27]. ATepocKnepoTudecKkoe IopakeHue
TIOYEYHBIX apTepuil BCTpeyaeTcs y 24% IOXXMU/IBIX NaljeHTOB
C BBICOKMM PUCKOM Pa3BUTHS aTepOCKIeposa [28].

INopaskeHne IOYEIHBIX ApTEPUIL TPUBOAUT K rUIonepdysun
nodek. B oTBeT Ha runonepdysnio akTMBMPyeTCsA CUMIATHYe-
ckad HepBHaA cucrema u PAAC, cuHTes mpocTarnaHinHOB,
OKCHJIa a30Ta, 9TO, B CBOK O4Yepe/ib, CHUKAET IKCKPELMIO Ha-
TPWA ¥ BBI3bIBaeT Ba3OKOHCTpuKLMo [29]. Hapymenue moveu-
HOII Iep¢y3nn NPUBOAUT K MUKPOCOCYAUCTON AUCPYHKIUN
U MHTepcTULManbHOMY ¢ubposy [30]. KonTpanarepanbhas
MIOYKa IPOTUBOMENCTBYET JAHHBIM M3MEHEHUAM IIPECCOPHBIM
HarpuypesoM [31]. Pa3BuTne moyeqHo HeJOCTATOYHOCTH 06-
YC/IOB/IEHO OTCYTCTBMEM KOMIIEHCATOPHOTO BbIBefleHMSA Ha-
TpU, 4TO ABJsAeTCA pesdynbraToM akrusauuu PAAC [32].

OwnarHocTtuka.

CKpMHMHT Ha Hanu4ure GuOPOMBIIIEYHON AUCIUIA3NN Clie-
AyeT IPOBOAUTD Y JKEHIUH B Bo3pacTe o 50 jieT ¢ Hefas-
Ho HauaBueliici AIl. KommbooTepHass ToMmMorpadus ¢ KOH-
TPaCTUPOBAaHVMEM IIOYEYHBIX apTepuil IpPeAIOoYTUTE/NIbHEE
MarHMTHO-PE30HAHCHOJ ToMOrpaduy, Tak Kak HOpakeHWUs
HAaXO#ATCA HucTanbHee. [Ipy BBIABIEHUN CUMIITOMATUIECKO-
IO MOpa>keHMsI METOIOM BbIOOpa SIB/IsIeTCsT GA//IOHHAS AHTHU-
ommacTuka [27].

ITpn aTepoCKIEpOTUYECKOM HOpa’keHMM MOYEYHBIX apTe-
puit yIpTpasByKoBOe AYIJIEKCHOE CKaHMPOBAaHMUE SBIIAETCS
MeTOROM CKpuHuHra. OJHAKO CYIIeCTBYeT Psijj OrpaHMYeHUIT,
HAIpUMep, TEIOC/IOKEHE VI Hal4ue KMIIeYHbIX ra30B. Kom-
MbIoTepHasi ToMorpadus ¢ KOHTPAcCTUPOBAHMEM ITOYEYHBIX
apTepuit SIBNAETCs HPEAIOYTUTE/IbHBIM METOROM [/l BEpU-
¢duKkanuu Ayar€osa, OGHAKO C/IefyeT YIUTHIBATD PUCK ajjIep-

IMYeCKMX peaKLnii ¥ HepOTOKCUUIECKOe fIeiiCTBIE KOHTPAcTa
[28]. 3amon03pUTh peHOBaCcKYNAPHYO AT MOXHO IIpH pe3KoM
HOBBILIEHNM CBIBOPOTOYHOTO KpeaTrHMHa Ha 30% u 6osee 1o-
CJle HayajIa IpyeMa MHIMOUTOPOB aHTMOTEH3MH-TIPeBpalalo-
mero ¢pepMeHTa, HeOOBACHUMOM IIPOTPECCUPOBAHNY HOYEY-
HOJ1 HeJOCTaTOYHOCTH, OJHOCTOPOHHEII II0Ye4HOI aTpodui,
COCYAMCTBIX IIyMax [33].

JleyeHne.

B HacrosAllee BpeMs OCHOBHBIM METOJOM JIe4EHMS Malu-
€HTOB C peHoBacKynApHoit Al ABnfgeTcs MegMKaMEHTO3Has
tepanus. IIpumenenne nAII® u BPA pexkomeHp0BaHO IpU
OJHOCTOPOHHEM CTeHO3e IO4YedYHbIX apTepuit [34]. Viccneno-
BaHUA 10 M3YYEHNIO PYyTUHHON aHIMOIUIACTUKM U CTEHTUPO-
BaHMA IIOYEYHBIX apTepuil II0Ka3aau, YTO OHM He AI0T Ipen-
MYILECTB II0 CPABHEHUIO C ONTUMA/bHON Me[UKaMeHTO3HOM
Tepanuei y nauuenTos ¢ XBII [35-37]. [loTeH1apHa s IO/b-
3a OT XMPYPIrU4eCKON KOPPEKIMM CTEHO3a IOYE€YHOI apTepun
MOYKET OTMEYAThCs y MALMEHTOB C eIMHCTBEHHOI ITOYKOIA, He-
KoHTponupyemoit Al, Hanm4meM OT€Ka NETKUX B aHAMHese,
pedpakTepHOIt CepeIHOt HEAOCTATOYHOCTY, PEeLMANBUPYIO-
M OITII Ha ¢oHe npuéma VIATID/BPA nnu nporpeccupyio-
mas XBIT [38].

XBIy 60nbHbIX C 3HAOKPUHHbIMU popmamu

AT (nepBUYHbBbIN rMNepanbfoCTEePOHN3M,
deoxpomounToma, cuHgpom v 6onesHb NueHko-
Kyuwunra)

ITepBuunblii runepanbpocrepornsm (I'A) - rpymnma 3a6o-
JIEBaHMIL, B KOTOPBIX IPOAYKIIVS aTbAOCTEPOHA HEIIPOLIOPL-
OHaJIbHO BBICOKA IT0 OTHOIIEHNIO K KOHLIEHTPALY HATPUsL, He
CHIDKAETCS IIPY €T0 YBEeMNIEHNN U OTHOCUTENTBHO He3aBICH-
Ma OT GOJIBIIMHCTBA PETYINPYIOLINX PaKTOPOB (aHIMOTEH3MH
I1, koHeHTpanys Kanusi) [39].

YpoBeHb anbJOCTEPOHA IIa3Mbl UIPAET Ba>KHENIIYIO POTIb
B Pa3BUTUU CEPAEYHO-COCYAMUCTbIX 3aboneBanmit (CC3) u
xpoHndeckoit 6omesHu mogex (XBII). Ilpu cucreMHOM BO3-
HeJCTBUY, KaK [0 KJIACCUYECKOMY IIYTI Yepe3 peHMH-aHIMO-
TEH3UH, TaK ¥ [0 a/JbTEPHATUBHBIM HYTSIM, IPOMCXOFUT aK-
TUBALUsA MUHEPATOKOPTUKOUAHBIX penentopos (MKP), uro,
B CBOIO OY€pefb IPUBOAUT K HOBPEX/EHNIO CEPHEIHO-COCY-
IOUCTOM U ITOYedHoM TKaum [40].

IIpy mepBMYHOM TUIIEPATBAOCTEPOHU3ME PUCK PA3BUTHUS
XBII Bbllite, HE3aBUCUMO OT CTerleHu KOHTpost AT [41].

OwnarHocTtuka.

Inarnos I1I'A npepmnonaraeT HanmM4uye HU3KOTO MU HEOTIpe-
Iens1eMOTo ypOBH:A peHIHA U HeaJleKBaTHO BBICOKOI CeKpely
aNbJOCTepOHa. B kadecTBe CKpMHMHIA BO3MOXHO OIIpefiesie-
HIle aJIbIOCTePOH-peHNHOBOro cooTHomeHms (APC), kotopoe
PaccUMTHIBAETCA KaK OTHOLIEHE KOHIJEHT ALY a/Ib/l0CTepO-
Ha masmel (KATII) x xoHueHTpanuu pennHa miasmsl (KPIT)
WIN aKTUBHOCTM peHuHa miasmbl (APIT). Hamuune APC 60-
nee 3,7 musa KPII unu 6onee 30 gna APII MoxkeT cBUpETEND-
CTBOBaTb B monb3y Hamuuus IIT'A y 6ompHoro [39]. Muctpy-
MEHTA/JIbHBIMM METOflaMJ, IIO[TBEP)XXAAIOUIMMI Haau4yue
00pa3oBaHMs HAJIIOYEYHNKA MOTYT SIB/SITHCS YIBTPa3BYKO-
BO€ JICCTIEJOBaHNe, MATHIUTHO-Pe30HAHCHAs TOMOTpadus Man
MY/IBTUCIIMpaNbHasA KOMIbIoTepHasA ToMorpadusa [39]. Knnu-
Hudeckne u 6uoxnmmdeckue nposisnerus XBII npu IITA gon-
roe BpeMsi MOT'YT OTCYTCTBOBATb 3a CYeT M3OBITOYHON IPO-
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AYKIVM aIbJOCTePOHA ¥ TUIeP(UIbTpalM M IPOABIATCA
TOJIBKO II0CTIE XMPYPIUYECKOro nedeHns [42, 43].

JleueHwue.

ITpuMeHeHMe AHTArOHUCTOB MUHEPATKOPTUKOUJHBIX pe-
ngentopoB (AMKP), mokasaHHbIX fyis Tepanuu Al y manm-
€HTOB C TUIEPATIbJOCTEPOHN3MOM, CHIMKAeT IPOTENMHYPUIO Y
nanueHToB ¢ XBII, yxxe npuunmaromux nAIl® un BPA, Ho no-
BBIIIAIOT PUCK IMIepKaaeMnu [44], ABIAIIENACA HOBOTBHO
YaCTBIM 3/IEKTPOIMTHBIM HapyLIEH)EM Y MALMeHTOB C ITaTOJIO-
ruei moyvex.

(Deoxpomou,wroma

DeoxpoMOLIUTOMA — 3TO HEPO3HTOKPMHHASA OMYXONIb
MO3TOBOTO €05l Hafimo4eyHnKoB. [Taparanrnmoma Geper Ha-
Ya/I0 U3 CUMIIATMYECKOTO WINM [apacUMIIaTHYeCKOro Iapa-
TaHI/INA, KOTOPble MOTYT IPOAYLMPOBATb U CEKPETUPOBATDb
KaTeXo/laMUHbI M MeTaHepyHBI [45]. ExxeromHas yacToTa BbI-
AB/AEMOCTH 3TUX 0OPa30BaHMII COCTABIACT OKONIO 2-8 cIyya-
€B Ha MUJIIMOH 4e/lOBeK, (eOXPOMOLIUTOMA SABIIACTCSA MeHee
pacIpoCTpaHeHHOI HPUYNHON SHHOKpUHHOI AT [46].

ITpu vicceoBaHMY IOPaYKEHN A OPraHOB-MUIIeHe Ipu de-
OXpoMoLMTOMe GBI CAeaH BbBOf, 4T0 XBII He MOXeT cum-
TaTbCsA €€ OCIOXKHEHMEM, OJHAKO CTOJKOe HOBbILIECHE YPOB-
Hsa A]l cioco6eryet passuruio XBII Takoke, Kak y 60/IbHBIX C
9CCeHIMaNbHO TunepToHmet [47, 48].

OnarHocTtuka.

Y mauuenToB ¢ Al ronoBHble 60711, y4allleHHOe CepaLetu-
eHVe ¥ IPUCTYIIBI IOTIMBOCTY Hanboee 9acTo BCTPEIA0TCsA
y 60nbHBIX ¢ deoxpomornuToMoir [49]. [Ipu Hamu4yMy KaHHOI
Tpuagbl PeoXpOMOLUTOMA BEPOATHA CO CIELUPUYHOCTHIO
93,8% n uyBcTBUTENbHOCTBIO 90,9% [50]. IlomMmmo momcka
CUMIITOMOB, XapaKTePHBIX /sl (PEOXPOMOLTOMSBI, AJIs yCTa-
HOBJIEHVSI JarHO3a Ba)KHbBI Pe3y/IbTAaThl 1A00PAaTOPHBIX Me-
TofoB uccnepopanus. Ilocnegune pexoMmeHganuyM IHIOKPU-
HOJIOTMYECKOTO 00IIeCTBa MPe/IaralT N3MepsATh CBOOOSHbIE
MeTaHepUHBI B IUIa3Me KpoBM ¥au (paKkIMOHMPOBAHHBIE
MeTaHedpuHsl B Mode [51]. ¥ manuentoB ¢ XBII xoHIeHTpa-
L[Msl KaTEXONAaMWHOB 1 CBOOOHBIX MeTaHe(PUHOB B I1a3Me
KPOBM MOXXeT ObITH B 2 pasa BbIIlle, a KOHI[EHTPALV JeKOHBIO-
IMPOBaHHBIX MeTaHe()PMHOB B II/Ia3Me KPOBM- 6ostee 4yeM B 12
pas BbIllle, YeM Y MAIEHTOB C 3CCEHIMANbHO IUIIepTOHMEIT
U HOPMOTEH3MBHBIX HOOpOBONbLEB [52]. YpoBeHb BaHMINI-
MMH/Ia/IbHOM KUCIOTHI, MeTabo/InTa KaTeXOMaMIUHOB, KOTO-
PBIIT Yallie BCETro OIpeNessieTCs B MOYeE, IIOBBIIIAETCS IIPUMeEp-
HO B 15 pa3 y manuentoB ¢ XBII o cpaBHEHUIO ¢ MalMeHTaMuU
¢ HopMajIbHOI QyHKIueil modek [53]. KomnbioTepHas u mar-
HUTHO-Pe30HAHCHAass ToMOorpaduy 06/IafaloT BBICOKON YYB-
CTBUTENBHOCTBIO (90-100%) u cnennduyuHocThio (70-90%) ms
aHATOMMYECKOII TOKanu3anuy (GeoxXpoMoLuTOMbL. Pagnony-
K/IM/{HbIe METOABI BU3Ya/IM3aliuy, TaKle KaK CHUHTUTpadus
¢ meTtaitogobensuia-ryannauaom (MIBG), nosutpoHHo-3MuC-
cuonHas Tomorpadus u ogHodoToHHast amMmuccuonHas KT uc-
HOJIB3YIOTCSI /151 OLleHKY (YHKIMOHA/IBHO AKTUBHOCTY 9TUX
OITyXOJIeil V1 JIOKA/IM3aL MM METACTaCTa30B [54].

JleueHune.

OCHOBHbIM METOOOM JICYECHUA OIIMCbIBAEMbIX HaTOIIOI‘I/Hu/[
ABNIACTCA XI/IpprI/I‘-IeCKI/Ii;I. B 3aBucumoctu ot pasMepa Ol'Iy—
XO0/In BO3MOXXHa KakK nanapocxonmqecxaﬂ aHPEHa}ISKTOMI/IH,

TaK M OTKpBITas TOTaJbHaA afpeHaIdKTOMMA/ pe3eKuus ma-
paranrnmuomsl. [Ipy maparaHramoMe rojoBbl U LIeN y TOXKU-
MBIX TAIMEHTOB C MENJIEHHO pacTyIMMM 06pa3oBaHMUAMU
pasmepoM <1 cM MM Hac/leACTBEHHBIMM MHOXKECTBEHHBIMU
HEOIUIasMsMU BO3MOXEH KOHCEpBAaTUBHBIN moaxopn [55]. Ile-
pen omepanuert K MegKaMeHTO3HOI Tepanny clefyeT foba-
BUTb aIb(a-6/10KaTOpbl B TedeHMe KaK MUHUMYM 7 IHeIl [0
3aIITAHMPOBAHHOTO BMeEIIATENbCTBA /1A KOHTPO/IA YacCTOTBI
CepIeYHbIX COKPAIIEHNUI C IOCTENIEHHOV TUTpalueil B 3aBU-
cumoctu ot peakunn Al [56]. Lleneoe Al mo/mxHO ObITH Me-
Hee 130/80 MM pT. CT. B IIOJIOKEHUM CUJis, He BBI3bIBAs 3Ha-
YUTETbHOI OPTOCTaTUYECKON TUIIOTEH3UMU, YUUTbIBAsA, 4TO
y nanuenToB ¢ XbII nmpoucxopAT 3HaYuTe/NbHbIE U3MEHEHM
o6bema, ocobeHHo npu puanuse [57]. JlydeBas Tepamus Mo-
XKeT IIPUMEHATbCA Y HOXXWUIIBIX MAlMeHTOB C HeollepabenbHbI-
MU IaparaHrIMoMaMM, OIIYXO/ISAMY C OOLIMPHBIM YePeIHbIM/
BHYTpMUYEPEIIHBIM IOpakKeHNeM, SpeMHBIMI OIIyXO/IAMU, pe-
UUAVBUPYIOUIMMHY OINYXONAMU WM KOHTpajnaTepajbHbIMU
maparaHrinomMamu [56].

Cunppom UNueHko-KywunHra

Cungpom Muenko-KylimHra — CHMIITOMOKOMILIEKC, 00-
YCIIOBIIEHHBII M30BITOYHON CeKpelyell ITTIOKOKOPTUKOUOB
[58]. Pacnpoctpanennocts AT cocraBisier 55-80% y B3poc-
JIBIX MaLIeHTOB ¢ cuHApoMoM Muenko-Kymnnra, u 50% y me-
Teil ¥ MOApPOCTKOB [59-61]. XpoHMdyeckas TUNEPIPORYKINA
KOPTM30/Ia CIIOCOOCTBYeT PasBUTHUIO PEMOJETMPOBAHUS CO-
CY/[IOB IIOYEK, YTO IPUBOAUT K CHIDKEHMIO QYHKIIUM TIOYeK Y
stux nanueHTos [62]. IIpn XBII u cucremuoit AT’ yBenuunsa-
eTcs1 GUIBTPALsA B pe3y/IbTaTe IIOBbILICHNsI BHY TPUITIOMEPY-
JIAPHOTO JaBJIeHNUsA, IOBPEeXAEHNA ITIOMepyIApHOro b6apbepa
VIV CHVDKEHMA KaHaJIbIleBOl peabcopOuuy, 4To NPUBOAUT K
MPOTEVHYPUN U TIIOMEPYIOCKIepo3y [63-65]. [IpoTennypus
BcTpevaercs B 80% npu cuaapoMe Mnenko-Kymunra [62, 66,
67]. PacripocTpaHEHHOCTb HedponuTHasa cocrasiser 50% y
HaLMEHTOB C aKTUBHOII popMoit cuHnpoma Vnenko-Kymminra
u 17-27,3 % y malueHToB, IOIyYaIuX Tepanuio [62, 68]. Bol-
COKMII PUICK PasBUTHU I KOHKPEMEHTOB COXPaHAETCA HECMOTPA
Ha HOpMa/IM3al[I0 YPOBHS KOPTU30/Ia B CBA3Y C HanmuuueM AT
U MeTabonM1M4ecKoro cuHgpoma [68].

I'nmrioxokoprukocreponpst (IKC), ncnonb3yemsle Kak mpu sie-
yeHnM cuHApoMa Vienko-KylnHra, Tak 1 B Tepaluu Jpyrux
HO30JIOTMII ¥ MMEIOT MHOXXeCTBO MOOOYHBIX addekToB. AT,
Bbi3BaHHaA npuémoM I'KC, aBnsderca pes3ynbraToM B3auMO-
HeMCTBYIOLINX MAaTOPM3NONOINIECKIUX IIyTell, KOTOpbIe B KO-
HEYHOM MTOTe IPUBOJAT K yBeIMUYEHUIO CepfleYHOTO0 BHIOpOCa,
obuiero nepugepryeckoro COMpOTUBICHU Y MOYEYHOTO CO-
cypucroro conporusnenus [59]. IlanuenTsl, mony4aomue Te-
panuto I'KC, nmeroT 60mee HU3KMIT KIMPEHC KpeaTMHIHA 110
CPAaBHEHMIO C COOTBETCTBYIOLIMMM KOHTPOJTIbHBIMU T'pYyIINa-
Mmu [62, 68, 69]. Takum 06pazoM, HeOOXOAMM AMHAMUYECKUIL
KOHTPO/Ib QYHKIMY [TOYeK y manueHToB ¢ Al' u cuHgpoMoM
Nnenxo-Kymmnra Ha tepanuu I'KC.

OwnarHocTtuka.

KnuHu4ecknx mpU3HAKM M CUMITOMBI (TTOSIBIEHME SKXM-
MO30B, PacTsSHKKM MIMPUHOI 6omee 1 cM U P1UOIETOBOTO IiBe-
Ta, IOBBIIIEHHAS YTOM/ISIEMOCTb U yBeIM4YeHME Beca U fp.)
noBoibHO TMNNYHBI [70, 71]. CornmacHo pekoMeHganyaM EBpo-
IeJICKOTro 0011IeCTBa SHTOKPUHOIOTOB 1 Poccniickoit accorua-
LMY 3HJOKPUHOJIOTOB, Bepudukanusa cuagpoma Vienko-Ky-
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- KOHCEHCYC

A\CARAS SRS AS

IIMHTa BO3MOXHA 3 /1a00OpPaTOPHBIMM TeCTaMMU: OIIpefie/ieHIe
CBOOOIHOTO KOPTHU30/Ia B CYyTOYHOI MOYe, Maasi Ipoba ¢ fiek-
caMeTa30HOM M HCCIIefloBaHMe CBOOOHOTO KOPTU30/Ia B CITIO-
He, cobpaHHOI1 BeuepoM (23:00) [58, 71].

JlaboparopHas mmMarHocTuKa cuHApoMa JieHko-Kyummara
y manuenTos ¢ XbII sarpygnena. Husknit ypoBenb KopTu3so-
Jla B MOYe MOXeT ObITh JTOXXHBIM Y HanueHToB ¢ CKO Menee
30 ma/muH [72]. KoHLeHTpaLus CBsA3BIBAIOIEro OeKa B I/Ia3-
Me U K/IMPEeHC IeKCaMeTa30Ha MOTYT 3HAYNTe/TbHO M3MEHATh-
Cs1 IpU CHYDKeHUM GyHKIMM movek [73-75]. bonee Hafe)XHbIM
TECTOM CUMTaeTCA OIpefiefieHne KopTu3ona B cmoHe [76]. ITo-
JIy4eHMe ABYX OOpasI[OB y/IydllaeT AUATHOCTUYECKYIO TOY-
HOCTb M3MEPEHNSI HOYHOIO KOPTU30/Ia B C/IIOHE IpYU TUIep-
xopTunusme [77].

JleueHue.

[TanyeHTaM c ONyXO/IbI0 HAJIIOYEYHMKOB, IPOAYLMPYIOIIeN
KOPTU3O0JI, CIEAyeT MPOBECTM JIAIAPOCKOMMYECKYIO aiPEeHaIIK-
tomuio. IIpy [BYCTOpOHHEI afpeHaTIKTOMMUY, HeobXommma
rOpMOH3aMecTUTeNbHasA TepanuA. C 9Toil Lie/IbI0 IPUMeHAeTCA
TUAPOKOPTU3OH, 10 MI yTpoM 1 5-10 MTI ITO3HO BEYEPOM B J10-
nonHeHue K ¢prynpokopTnsony 50-100 mxr/nens [78]. V manu-
entoB ¢ AKTT-cexperupyoleil OIyxonbio runodusa Heo6xo-
AVMO IPOBECTU TPpaHCCPeHOMTATbHOE VTN TPAHCKPaHUATbHO®
Xupyprudeckoe ynanenue. Ilocne xupypruyeckoro BMenaTenb-
CTBa BO3MOYKHO Pa3BUTNE NIPEXONALIEN MM IOCTOAHHON HaJl-
MIOYeYHMKOBOJ HelOCTaTOYHOCTH [58].

MenykaMeHnTO3HasA TepanusA I'MIEPKOPTUIM3Ma IOKa3aHa
MalMeHTaM, MMEIIIUM IPOTUBOIIOKAa3aHNA K XUPYPIUUECKO-
My BMelIaTenbCcTBy. COIacHO PEKOMEHJALMAM acCOLMALUM
POCCUIICKUX 9HJOKPMHOIOTOB, MOXXHO BbIOPATh OJVH U3 CIle-
AYIOIIVX JIeKapCTBEHHBIX IIPENapaToB, 1032 KOTOPOTO JO/IKHA
KOPPEeKTUPOBATbCs IIPY JIETKOM M 6o/lee BbIPa>KeHHOM Ha-
pyueHyy GpyHKINM [TOYEeK M/WIN MedeHN: TaCUPEOTN, METH-
PaIoH, KeTOKOHA307, MU(ENPUCTOH, KabepronH, OKTPeOTI ,
3TOMUJAT ¥ MUTOTAH [58].

XpoHuuyeckas 60ne3Hb NOYEK N HapyLIeHNA
AbIXaHWUA BO BpeMs CHa

Hapyuenns gpIxaHUA BO BpeMsA CHa — 9TO TeTepOreHHas
rpymma 3a00eBaHuUIl, XapaKTepU3yIoLasicsa HaM4nueM, B OC-
HOBHOM 31I130/{0B, AITHO3 (ITO/THAsI OCTAHOBKA [bIXaHN) U I'M-
IIOITHO9 (CHM>KeHMe [IbIXaTe/IbHOrO II0TOoKa Ha 30% 1 6osiee) BO
BpeMs CHa.

Hanbonee 4acTo BCTpeYAIOUIMMMCSA SBISAIOTCSI: CUHAPOM
obcrpyktuBHoOro anHos cHa (COAC) m CMHApPOM LieHTpasb-
HBIX HapyIIeHU IbIXaHNA.

CunppoM ob6cTpykTuBHOro amuos cHa (COAC) - pacnpo-
CTpaHEeHHOe XpOHMYecKoe 3abo/eBaHIe, XapaKTepusyolieecs
PeLAVBUPYIOLMM KO/IIAIICOM BEPXHMX [AbIXaTebHBIX ITyTeil
BO BpeMsA CHa, BBISBIBAIOLIVM IIePUOAMYECKMEe SMM30AbI all-
HO3/TUIIONTHOY, TUTIOKCEMUIO U HapyLIeHue cHa [79].

COAC xapakTepusyeTcs coyeTaHNeM He MeHee 5 3MMU30[0B
HapyLIeHNs [bIXaHVs OOCTPYKTUBHOIO TUIIA B YaC BO BpeMs
cHa (06CTPYKTUBHBIMY AITHO3, TUIIOITHOS 1/VIIN CBA3AaHHBIMU
C AbIXaTe/bHBIMY YCUIMAMU aKTUBALMAMM) U CIERYOLNMY
AnarHoctudeckumu Kpurepusamu (A u/umu B):

A) UpesmepHas JHeBHasA COHIMBOCTD, KOTOpPass He MOXET
ObITD TyYlle 0O0bACHEeHa [PYTUMU HaKTOPaMMI.

B) [IBa mnu 6oee u3 CIeAYOLUINX CUMITOMOB, KOTOPbIe He
00BACHAIOTCS [PYTUMM PaKTOpaMI:

a. Yoylbe uay OfbIIIKa BO CHE

b. Ilepuopyyeckite poOy>KAeHNA OTO CHA

c. HeocBexxaromuit con

0. lHeBHaA yCTanoCThb

e. Hapymenue koHLIeHTparim

JIuaruos COAC MoxeT ObITh yCTaHOBJIEH IIPY HAIN4Iuu 60-
nee 15 311M300B HAPYLIEHN A bIXaHMA 0OCTPYKTUBHOTIO TUIIA
B 4ac BO BpeMs CHa (OOCTPYKTMBHBIMMU aIlHO3, TMIIOIHOD 1/
UM CBA3AHHBIMMU C [IBIXAaTeIbHBIMM YCUNMAMM AKTHBAIIVIN)
faXke TIPU OTCYTCTBUM COMYTCTBYIOMIMX CUMIITOMOB MM Ha-
pylIeHnii.

IlenTpanbHoe amHo3 cHa (IJAC) - xapakrepmsyercs Io-
BTOPAIOMIMMCSA IPeKpallleHNneM UM yMeHbIIeHNeM KaK CKO-
POCTM BO3IYIIHOTO ITOTOKA, TaK M BEHTU/IALMOHHBIX YCUINIA
BO BpeMs cHa. IJAC BcTpedaeTcs pexxe, 4eM 0OCTPYKTUBHOE
aIlHO3 BO CHe.

ITAC MO>xeT OBITb HEePBUYHBIM (T.e. MAMONATUYECKIIT) VTN
BTOPUYHBIM (BO3HMKATb, HAIIPUMED, B COYETAHUN C JIBIXaHU-
eM YeitHa-CToKca, 4acTo CBA3aH C IPYTMMM 3a00/IeBaHUAMM,
0COOEHHO € CeppiedHOI HeJOCTaTOYHOCTDI0, MHCYIBTOM, XPO-
HUYECKUI HOYeYHOI HeIOCTaTOYHOCTDIO U IIPMEMOM OO -
HBIX TIpeIapaToB

Hapymennsa fbixaHns BO BpeMs CHa IIPUBOJAT K IPOTrpec-
CUPOBAHNIO NMOBPEXTEHNA ITIOYEYHON TKAaHNU depe3 fIBa KiIio-
9eBbIX TATONOTMYECKMX MEXaHM3Ma: TUIOKCUA U ITIOMEpy-
nspHas runeprensus/runepeunsrpanus. [Ipu COAC 3a cuer
MHTePMUTTUPYIOIIEN TUITOKCUY, HAPYIIEHUA CTPYKTYPBI CHA,
peaKkIMy aKTUBALMM TOTOBHOIO MO3Ta, KoJeOGaHMil BHYTpU-
TPYAHOTO [laBleHM A, MPOMCXOAUT TMIIEPaKTUBALMA CHUMIIA-
TUYECKOJl HEPBHOI CUCTEMbI U PEHMH-A/IbJOCTEPOH-AHTMOH-
TEH3MHOBOII CUCTeMblI, Nepudepuieckas Ba3OKOHCTPUKIS,
M3MEHEHJe YYBCTBUTENBLHOCTY 0apOpelieNTOPHbIX pedek-
COB, Pa3BMUTUE XPOHMYECKOTO BOCIMAEHMSA, OKCUATUBHOTO
CTpecca ¥ SHAOTeNNaNbHOI AuchyHKunn [80].

XpoHndeckas moyevyHas HeJOCTaTOYHOCTD B CBOKO OYepefb,
TaK)Xe NOTEHI[MATbHO MOXXET IPUBOAUTD K PasBUTUIO Hapy-
IIeHMIT IbIXaHMA BO BpeMsdA CHa 3a CUeT: BbI3BaHHOI ypemueil
HEeBPOIIATUM VM MMOIATHUM, M3MEHEHNIO XeMOYYBCTBUTE/b-
HOCTY PELeNITOPOB U rumepBoaemun [81].

JlerouHas rmnepTeH3nAa n XpoHnvyeckasn 6onesHb
no4yek

Jlerounas runeprensus (JII') ABnsgeTcA TAXKeNbIM, HeJOCTa-
TOYHO M3Y4YEeHHBIM OC/IOXHEHUEM XPOHUYECKOl 60Ie3HN Ho-
gek (XBII), 0co6eHHO B TepMIHAIBHOI CTAAUM XPOHUIECKOI
noveyHou Hepocrarou”octu (XITH) [82, 83, 84]. Hannuue JIT
CBA3aHO C TOBBILIEHHBIM PMCKOM TOCIIMTAIM3ALNIA ¥ CMEPT-
HocTM Y nanyeHToB ¢ XBII [85].

CormnacHo amepukanckomy peructpy REVEAL, rge 6bl10
NIPOAaHaIN3VPOBAHO 2368 MalMEHTOB C Pa3IMYHBIMMI CTANA-
mu XBII, nokasaHo, uto cHikeHne pCK® Ha >10% B TeyeHMe
>1 rofja He3aBUCUMO IPeCKa3bIBajIo 60/Iee HU3KYIO BBIXKUBA-
€MOCTD y MAIIMEHTOB C JIETOYHOI apTepUanbHON TUIIEPTEH3NU-
eit (JIAT) [86].

ITopasxeHnue novex npu JII' Mmo>xeT HabmopaTbest B rpymie 1
KJIMHUYeCKOl Knaccupukanuu y nanueHTos ¢ JIAT: npu cu-
CTeMHBIX 3a00/IeBaHMAX COEJVHMUTENbHON TKAaHMU, B YaCTHO-
CTU IPY CUCTEMHON KPacHOI BOMYaHKE, CUCTEMHONM CKJIEepO-
mepmuy, BUY-undexnum, npu TepMUHAIbHON MeYeHOYHOI
HeJJOCTaTOYHOCTU. Tak>ke BCTpeyaeTcA Yy HMAIMEHTOB C Xpo-
HIYECKON TPOMO03MOOIIYECKOl IeTOYHON TUIIepTeH3uen —
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TpOoM609MOO/NNA IETOYHOIT apTepyi B 8 pas yallle BCTpeyaeTcs
y manyuenToB ¢ TepmuHanbHoil XITH u B 3 pasa yame y manu-
enrtoB ¢ XBII mo cpaBHeHMIO € 0611l Oy IAMeEit [87].

JocTaTo4HO 4YacTo 3a00/eBaHUA JIETKUX BCTPEYAIOTCH CO-
BMECTHO C COITYTCTBYIOLIMM 3ab0/ieBaHMeM IOYeK, TaK y 288
MAIMEHTOB C XPOHMYECKOI 00CTPYKTUBHOI 60/I€3HBIO JIETKIX
B 26% BoIsB/siachk 6o XBII, mnbo Tepmmuanpuas XITH [88].
Yro KacaeTcs CMHAPOMA OOCTPYKTUBHOTO allHOd CHA, TO, 110
KpaiiHeil Mepe, y 60% nanueHToB ¢ TepmuHanbHoit XIIH on
BBIAB/IAETCA, ¥ 3TO IOYTH B IIATH pa3 yalle, YeM Y 3J0pOBBIX
nogen [89].

Ho namb6omee wacto XBII BcTpevaetcs npu JIT, acconmmpo-
BAHHO C IIaTO/IOTMEN JIEBBIX OTHENOB CEPALa C HApyILIEHM -
MU CUCTOIMYECKOI M/WIU [UACTONNYEeCKOI PyHKIIVeI TeBOT0
XKemypouka (o pasIM4YHbIM TaHHBIM OT 30 go 70%), ¢ pakTo-
pamu pucka, TunmuHbiMu 1A XBII.

OpHako focTaTo4HO yacTo npuynHa JII' npu naronorum no-
YeK OCTAeTCA HEM3BECTHOI, BB/ IIJIOXOTO IOHMMAaHUS NIPU-
ponpt JIT' y aTolt momynAnuyu 60NbHBIX, B CBA3Y C YeM JJaHHAS
¢dopma JIT 6b1a BBIHECEHA B TPYIIITY 5 B KIMHUYECKOI K/TacCy-
¢uxaunn - JIT ¢ HeACHBIMU /MM MHOTOGaKTOPHBIMM MeXa-
HusMamu 3abonesanus (puc. 1) [90, 91].

HecMoTps1 Ha IPOrHOCTUYECKYI0 3HAYMMOCTD, ICTMHHYIO Pac-
npocrpaneHHocTb JII'y manmentos ¢ XBII TpynHO oneHnTD, 110-
CKOJIbKY SIN/IeMMOTOTNYeCKYe JAHHBIE TI0 9TOMY 3a60/IeBaHIIO
CKY/[JHBI U OCHOBAHBI, [/TABHBIM 00pa3oM, Ha PeTPOCIIEKTUBHBIX
HAHHBIX M/WIM HeOOJNBIINX VICCIEfOBAHMSIX C METOHOIOrMYe-
CKMIMU OTpaHNYEHNAMU. B 6ONMBIIMHCTBE MCCIeIOBaHUAX, CO-
obmaromux o pacrnpocrpanenHoctu JII' y maumentos ¢ XBII,
puarnos JII' ompepensics Ha OCHOBaHMM TPAaHCTOpPaKa/lbHOM
9XOKapamorpagu, 9To 4acTo ObIBaeT HETOYHBIM 3a CYET CYOD-
eKTUBHOCTY MeTofa [92]. ITo maHHBIM KPYITHOTO MeTaaHa/lusa
(n=7112, cpoxu Habmonenus — 1-7 et), ob1as pacupoCcTpaHeH-
HOoCTb JII' — 23%: y manuenToB ¢ TepmunanpHoii XITH vacrora
JIT Bappupyercs ot 27 1o 58%, a Ha 3-4-11 craguax XBII - or 8 mo
39% [93]. CormacHo pesynbraTaM APYroro MeraaHamusa, JII' Ha
nopuanusHbix ctaguax XbII seiasnanacey B 33% cioydaes, pu-
yeM Ha 3-5-11 ctagusax XbII moBblilieHne gaBpieHnsa B IETOYHON
aprepun (JIJTA) peructpupoBanu B 3 pasa 4ale 110 CPaBHEHUIO
¢ manyeHTaMu, umeBiuMu 1-2 craguu XBIT [94].

B pa6ote Edmonston DL u coaBsr. [95] 6110 06cmegoBano 12
618 manMeHToB, KOTOPHIM AMArHO3 6b111 YCTaHOBJIEH HA OCHO-
BaHUU [IPOBEJIEHHOM KaTeTepU3aliy IPaBbIX OT/E/IOB CEPALA.
Pacnipoctpanennocts JIT y 60ombHbIx ¢ XBII cocrasuna 73,4%
IO CPaBHEHMIO € 56,9% y 60nbHbIX 6€3 XBII Ha MOMeHT MHBa-

V. JIT HeAAcHbIMY /MY MHOTOAKTOPHBIMM MeXaHU3MaMu 3aboneBaHuA:

5.1. Tematonoruyeckue 3aboneaHna (xpoHuyeckas reMonnTyeckas aHemins,
CepnoBMAHO-KNeTouHaA aHeMus, B-Tanaccemua, chepoLnTo3, CTOMaToLMUTO3,
ayToUMyHHble 3a60neBanua); MuenonponndepaTuBHble 3abonesaHna (XxpoHUYeckui
MUENONAHDIN NeiiKo3, ICTUHHAA NONMLITEMUA, MANONATUYECKINA MUenoduopo3,
3CCeHUManbHan TpombouuTemMus, Apyrue)

5.2. (ncTeMHble HapyLueHus (CapKoWE03, IerouHbIii MCTOLMTO3 U3 KNeTok JlaHrepraHca,
Helipopnbpomatos 1Tuna)

5.3. MeTabonuueckue HapywweHus (riukoreHbl, 6one3ub fowe)

5.4. XpoHuyeckas noyeyHas HefOCTaTOUHOCTb ¢/6€3 remoaunanu3a
5.5. 0nyxoneBan eroyHas TpOMOOTUYECKAA MUKPOAHTMONATHA
5.4. Onbpo3upyoLmit MesnacTUHUT

PucyHok 1. JIl, accoynnpoBaHHas c natonoruer noYek B
KNNHN4YecKomn Knaccndukaumm

Figure 1. LH associated with kidney dysfunction in clinical
classification

3MBHOJ AMATrHOCTUKM. Y Bcex nanyenToB ¢ XBII Hanbonee ya-
croivMut mogTvnamu JIT 6b11u M301MpoBaHHAS TOCTKAIMIIISP-
Haa JIT' (39,0%) u coderaHHas npe- U mocTkamwmnApHas JIT
(38,3%). VIMeHHO malyeHTh C KOMOVHMPOBAHHOI IOCT-/ TIpe-
KamuisapHoit JII' uMenu Hauboree BBICOKUII PUCK CMEPTHO-
¢ty Ha m100bIx cTaguax XBII.

MuorogakTtopubiit matoreHes JII' mpu XBII go HacTosAmero
BpeMeHM JeTalbHO He n3ydeH (puc. 2). OZHUM 13 BaXKHEIINX
[IATOT€HEeTMYECKIUX 3BEHbeB, 00ycmaBnuBamux passutue JIT
rpu XBII sBnsiercs ypeMudecKkas 9HAOTeNINAIbHASA JUCHYHK-
LU, BKIaJ, XPOHMYECKOTO CYCTeMHOTO BOCHA/IeHMs, YpeMu-
YeCKMX TOKCUHOB, HapylleHMe O6alaHCa BasOAMIATATOPOB U
Ba30KOHCTPUKTOPOB C IpeobIafaHneM IMOCTefHUX, YTO B CO-
BOKYITHOCTY IPUBOJUT K IOBBIIIEHNIO IETOYHOTO COCYAMUCTO-
ro conporusnenus (JICC). [lpyras Bo3Mo)XHas IpUYMHA YBe-
myenns JICC - aTo pasBUTHE COCYAMCTON KanbLubMUKaLuu,
3a CUeT YBeIMYEeHM A [TapaTUpeonFHOrO TOPMOHa, ITPUBOJALLe-
TO K KECTKOCTY ¥ TUIePTPOPUN CTEHKY JIETOYHBIX COCY/IOB.

Hannune aprepuosenosHoit ¢uctyast (AB®) obycnosnu-
BaeT CHIDKEHUE CUCTEeMHOIO COCYJAUCTOrO COIpPOTUBJIEHMA,
YBeIMYeHM I BEHO3HOTO BO3BpaTa K CEPAIY U Cep/IeYHOTO BbI-
6poca (CB), 4To ycuamBaeT JIETOYHBII KPOBOTOK ¥ HpPUBO-
nut K nosbitenuto JJJIA. Ilpu BpemenHolt komnpeccuun ABD
WM YCIIEUIHOM TPaHCIUIAHTAluM Mouky nokasarenu IJIA n
CB cHmxanncp, yto nogreepxpaer Bkaag ABO u ypemun B
passutue JII. Ileperpyska o6beMoM, IOBBIIICHNE [JaBICHN
3aK/IMHUBAaHNA B JITOYHON apTepuy, HallpuMep, IIpyu IUIIep-
TOHMYECKOII O0JIe3HM, UIIEMIYECKOI OOMe3HN CepALia MOXEeT
CII0COOCTBOBATH XPOHMYECKOMY BEHO3HOMY 3aCTOI0 B JIETKIMX,
a TaK>Ke HapyLIaTh AMACTOMMYECKYI0 QYHKIIMIO JIEBOTO JKey-
TouKa.

MomsbiM Tpurrepom ¢popmuposanus JII sBisgeTcs IUIOK-
CHs, B YaCTHOCTH 3a CUET AaHEMMM, HApPyIIEeHN A B TPAHCIOPTH-
poBke/nuddy3nn AbIXaTeTbHBIX Ia30B.

Eme ognoit npuunnoii passutus JII'y manuentos ¢ XBII aB-
JISIIOTCS 3MM3046I TpoM60aM6b0uit 13 AB® mm granusHbIx

NoueyHas HeOCTATOYHOCTD

HoomenuaneHas OUCHYHKYUS, OKCUOAMUBHbIL cmpecc,
80CNaneHUe, aHeMUs, (OCYOUCMas Kanbyupukayus

v

Neperpyska o6bemom

MaTonorus neBbix 0TAEN0B
cepaua (AT, cuct/anact > < COAC
ANCHYHKUMA U T.J.)
Jipyrue conyTcTBylOLMe Temopuanus
3a6onesanus (XOBJ1 u runokcus, > < ATpuoBeHo3Hble GUCTYNDI
CJl, BonuaHka,KonnareHo3bl) (6nonecoBmecTumoctb, TIJA)

A4

JlerouHas rmnepTeHsuna

PucyHok 2. Natorexes JIl npu XBIN
Figure 2. Pathogenesis of LH in CKD
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- KOHCEHCYC

A\CARAS SRS AS

maructpaneil. OOCTpyKLusA MHUKPOTpoMOaMM HPUBOIMUT K
BOCIIAJIEHNIO, aKTYBALMY KOMIIEMEHTA, UIIEMUN U CKIIEPO3Y
B MUKpOLMpKynATopHoM pycne nerkux. [Ipu XBII puck rpom-
603M60/IY JIETOYHOT apTepUy Ha JOAMATNU3HON CTAfUN [T0Y-
THU B 3 pasa Bblllle, 4eM B 0011l MONyIALNY, 2 B TEPMUHAIIb-
Hoit ctagyuu XITH o Bospactaer B 8 pas [96].

Kak y>xe ynoMmuHanocs, JII' sABisieTcs HeOOL€HEHHBIM IIpe-
DUKTOPOM CMePTHOCTU y nmauueHToB ¢ XbBII, 4To mokaszaHo BO
MHOTHUX UCCIefoBaHMsx. Tak B pabore Yigla M u coaBT. us 58
nanyenToB 23 nmanuenTa ¢ CIJJIA 235 mm pr. ct. mo 9XO nme-
nu 6oree BBICOKUI pucK cMepTHOCTH (30,8%) 10 CpaBHEHUIO C
temn, y Koro CIIJTA <35 mm pT. cT. (3,5%) [97].

B nccnegoBanum Agarwal R. u coasr. JII' mmena pacmpo-
CTpaHEeHHOCTb 38% B KoropTe u3 228 ManyeHTOB Ha reMOJa-
JIM3e ¥ COMPOBOXAAIACh BEICOKUM puckoM cMmepTu (OIII 2,17;
95% IO, 1,31-3,61; p<0,01) [84].

Hamrume JII' mocToBepHO yBenmumpano puck obmeir (OP
1,44; 95% 11, 1,17-1,76) u cepreano-cocynucroit (OP 2,20; 95%
OV 1,53-3,15) cMepTHOCTH, a TaKXe CepAeIHO-COCYAMUCTBIX CO-
6wt (OP 1,67; 95% 1M1 1,07-2,60) y Bcex KaTeropuit 60/IbHBIX
XBI1. Ha gogmanusubix cragysix XBIT aToT prick 6611 HIKe, 4eM
y HaIlIeHTOB Ha 3aMeCTUTEe/IbHOI NoYe4yHoit Tepanun. [Ipuyem
PUCK cMepTHOCTY nipy Hanu4uuy JII' 61 CONOCTaBUM IPH TTIO-
60M MeTOfe 3aMeCTUTe/IbHOI T0YeYHOlT Tepanuu [98].

Y KaHAM[ATOB Ha TIIepecajiIky IOYKM IIOBBbILIEHVE
JJIA >50 MM pT. CT. 10 OIlepaliuy NpUBOAVIIO IOYTH K 4-KpaT-
HOMY CHVDKEHMIO X BBKMBAEMOCTH IIOCTIe TPAHCIIAHTALNK
mouku — OP 3,75 (1,17-11,97; p=0,016) [99]. B apyroii pabore y
PeLMINeHTOB TOYeYHOTo TpaHCIIanTara Hajauyue JII' go ome-
panyu 6bIIO IPEJUKTOPOM €I0 PAHHETO OTTOP)KEHNS B OCHOB-
HOM IIpU Ilepecajike ZOHOPCKoro opraxa [100].

Yro xacaerca B3aumocBAsu Mexay JII' u Tunom npoueny-
PBI 3aMeCTUTE/IbHON OYEYHOI Tepaluy, TO pacCIpOCTPaHEeH-
Hoctb JIT' 6blyIa Bblllle y mauyueHToB Ha remopuanuse (18,8%-
68,8%), 4eM y IAIVeHTOB, IOMY4YalOL[UX IIE€PUTOHEATbHbII
nuanus (0%-42%) [101].

Mepnana pacnpoctpaHeHHocTy JII, BBIAB/IEHHOVM TIO
IXOKI, cpeay manyeHTOB C TEPMUHAIBHOM OYEYHON Heo-
CTAaTOYHOCTBIO, cocTaBmaa 38% (guamason ot 8% mo 70%) u
Obl/Ia 3HAYMTEIBHO BBIIIE Y NMAL[MEHTOB, HAXOAALINXCS Ha re-
mopyanuse (Menwana 40%, mmamasoH 16-70%) o cpaBHe-
HUIO C IEPUTOHEAIbHBIM AManu3oM (Meguana 19%, nuamason
8-37%). MeTa-aHa/u3 MOKa3aJj, 4YTO 00IIast CMEPTHOCTD OblIa
Bointe cpepy manyentos ¢ JII, vem y manuentos 6e3 JII' (OP
2,02; 95% I 1,70-2,40) [102].

Jleuenne manyentoB ¢ JII' mpy maromormy movek ompene-
JISETCA OCHOBHOI IIaTOJOTUMEN M TeMOJMHAMUYECKUM TU-
noMm JIT. ITockonbky npu XBII 4daime Bcero mmeeTcss BO3fe-
CTBME HECKONbKMX (AaKTOPOB, MPOBOLMPYIOMNX pPa3BUTHUE
JIT, nnist BeIOOpa ONMTMMATIBHBIX TEePAIEeBTUIECKNUX IOLXOMOB
Ba)>XHO TOYHO OIpefleINTb BeAyIyI0 NPUYMHY IOBbIIIEHN
IJTA. YaursiBas, 4T0 6ONIBIIMHCTBO TMarueHToB ¢ XBII nme-
10T NATOJIOTMIO JIEBBIX OTHENOB cepplia (pymma 2 B KIMHHU-
yecKoll KiaaccupuKanuu), LenecoobpasHo HasHadeHMe Ipe-
[IApaToB, YAYYIIAKINX YHKI[MIO TeBbIX OTAEN0B cepaua. C
LIe/IbI0 YCTPAaHEHM s TUIIePBOIeMIY Ha3HAYAIOTCA ANYPETUKM,
IpY OTPaHMYEHNY IIpUeMa IOBAPEHHOI COMY U MOTpebIeHus
KUTKOCTY, KOHTPOIb aJeKBaTHOCTYM IPOBOJUMBIX CEaHCOB
Iouanu3sa. B HacTosAIlee BpeMA OTCYTCTBYIOT KPYIIHbIE PaH[IO-
MU3MPOBAaHHBbIE KIVHIYECKME UCCTIENOBAHNU 110 OLleHKe 9¢-
dextuBHOCTK NMevenus JIAT - crenududeckuMy mpemapara-
M y 60nbHbIX ¢ XBII.

Taxum o6pasom, JIT' MPOKO pacIpoCTpaHeHa y NAlMEeHTOB
¢ XBI1, ocobenno y maruenTos ¢ repmuHanbHoi XITH Ha 3ame-
CTUTEbHOI I0YE€YHOI Tepalyy, U ABAAETCA CPABHUTENBHO HO-
BBIM HEe3aBUCUMBIM (HaKTOPOM PUCKA PA3BUTHA OCNIOKHEHWIT U
neransHocty. Hamuuane JII' [O/KHO BIMATH Ha BBIOOP MeTOHA
AManM3a U JUaTU3HOTO BocTymna. B HacTosllee BpeMs IOKa He-
[OCTaTOYHO aHHBIX IO BaysHuio JIAI-cnenuudeckoit tepa-
nun Ha tedenue JII' y manuentos ¢ Tepmunanpaon XITH. JIT' y
nanyeHToB ¢ XBII MoxxeT OBITH BbI3BaHA U YCYT'YOIATHCSA IOpa-
JKEHJEM JIEBOTO XXeMyHo4Ka 1 (PaKTOpaMy PyCcKa, TUIIMIHBIMU
mnst XBII, Bkmo4as 06beMHYIO TIeperpysKy, apTepUOBEHO3HYIO
¢bucTyny, HapylleHNe AbIXaHUA BO CHe, BO3JEICTBME AMaNU3-
HBIX MeMOpaH, AUCHYHKIMI0 SHAOTENNSA, KaMbUUPUKALUIO U
PUTMJHOCTb COCY/IOB, @ TakKXe Tskenyo aHemuio. ITockonb-
Ky JII' mpyu comyTcTByIomIell IIOY€YHOI IaTONIOT U IMEET CIIOXK-
HbIJ1 reHe3, HeOOXOAMMO [ja/IbHeliIIee M3y YeH)e MEXaHU3MOB ee
PasBUTHSA, YTO TO3BOJIUT IEPCOHNHULINPOBAHO BBIOMPATD Jie-
4eOHYI0 TaKTMKY y JAHHOJN Kareropum manyeHToB. Heobxomm-
MO KOMIUIEKCHOE BefieH)e TaKVX Mal{MeHTOB BMecTe ¢ Hedporo-
ramu ¥ crenuanuctamu B obmactu JII, 4TO MO3BOINUT YIYYILNTD
Pe3y/IbTaThl IeYeHNA.

XBIN n 6epemeHHOCTb

CBa3b 6epemeHHocTy u XBI

B3auMocBssu OGepeMeHHOCTVM M IATOJOTMM IIOYEeK Kpaii-
He TecHBI. C Of{HOI CTOPOHBI, 6epEMEHHOCTh OTHOCUTCS K OC-
HOBHBIM MopuduiupyemsM ¢pakropam pucka (OP) paspurusa
XBII [5]. C gpyroit croponsl, XBIT ocnoxHseT TedeHue bepe-
MEHHOCTH, CIIOCOOCTBYS Pa3BUTUIO PAa3/IMYHbIX [IATOIOTMYE-
CKVX COCTOSTHUII U [IOBBILIASI PUCK HEOTaTOMPUSITHOTO NCXOAA
6epemenHocTn [103], [104]. Tak, gaxke pyu COXpaHHON QYHK-
yuu novek (XBIT I craguu) gacTora aKyuIepcKoit 1 mepuHa-
TAJIBHOV IATOJIOTMM BBILIE, Y€M B IONY/IALNY B LIE€IOM [104].
ITpu 6071ee IPOABUHYTHIX CTAAMAX IOPa’KEeHMs IIOYEK ITH 10-
KasaTeny Bo3pacTaioT. [Ipu ypoBHe KpeaTMHUHA B IIpefieliax
180 MxMonb/1 (2,04Mr/0/1) IepyHATaIbHAs. CMEPTHOCTD PeTy-
CTpUpyeTcsi Ha ypoBHe 5%, 9acTOTa CTOMKOro 6oree 4eM Ha
25% cHyKeHMA GUIbTpanMoHHON GyHKuMM — 20% ¥ pas3Bu-
tuA repMuHanbHoit XITH B TedeHMe rofja mocie pogopaspele-
HYA — 2%. Y )KeHIIMH ¢ 60/lee BBICOKMM yPOBHEM KpeaTMHIHA
(>180 MKMOIB//T) 9TM MOKA3aTeNM CYLUIeCTBEHHO BBILIE ¥ BO3-
pacraloT o 10, 50 1 35% cooTBeTcTBeHHO [104, 105].

YacroTa XBIN npu 6epemeHHOCTH

Yacrora XBII cpemn >XeHIMH peNpOAYKTMBHOTO BO3pac-
Ta cocraBiser 3-4% [106], ogHAKO MCTMHHAs PaCIpPOCTpa-
HEHHOCTb ABJ/IAE€TCA HEYyTOYHEHHOI BBUJY MaJOCMMIITOMHO-
TO TeYeHNs Ha PAaHHUX CTa[UAX HapylleHNs QPyHKIUY ITOYeK.
Yacrora XBII cpenu 6epeMeHHBIX HEBBICOKA 1 ITO JAHHBIX pas-
HBIX aBTOpOB cocTasisieT ot 0,06 5o 0,12% [105], [107]. 310 06-
YCIIOBIIEHO KaK CHIDKeHMeM (epTuabHOCTY ManyeHToK ¢ XbBII,
TaK M BBICOKOJI YaCTOTOI paHHUX IOTePb I/IOfA Y JaHHBIX Ka-
teropunu 6epeMeHHbIX. TeM He MeHee, Ha [OMII0 HEPACIIO3HAH-
HOI 0 6epeMeHHOCTM XBII moxxet npuxopgutbes go 20% cmy-
4yaeB paHHeil mpesknamncuu (II9) [107]. IIpu atom cama mo
cebe I1D Taxxe yalre pasBUBaeTCs y MALUEHTOK C MMeBLIeliCA
no 6epemennoctu XBII. Tak, I19 y )KeHLIMH ¢ ypoBHEM Kpea-
THHMHA <125 MKMO7b/1 (1,41 Mr/p) fo 6epeMeHHOCTH pasBy-
Baercsa B 20% cnyvaes, Ipy KOHLIEHTpaL Uy KpeaTuHuHa 125-
180 mxMmonb/n (1,41-2,04 mr/mn) — 40%, >180 mxmonb/n (>2,04
mr/ni) - 60%, a y manueHToB Ha remopuanuse — 75% [107].
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K Hanb6onee yacteiM nprunHam XBII y 6epeMeHHbIX pa3Hble
aBTOPBI OTHOCST IIMPOKUII CIIEKTP HO30/I0TMYECKUX (POpPM:
anaberndeckyio Heppomaruio B 10% ciydaes, a TAK>Ke XPOHU-
YecKue I7IoMepyIoHeppuUTL, IgA HedpomaTio, BOMIaHOYHBII
He(ppUT U NOMUKUCTO3HYIO 6oe3Hb modek [108]. ITo saHHBIM
APYTUX aBTOPOB PACIPOCTPAaHEHHOCTb fuabeTnyeckoit Hed-
pomatun cpenu 6epemennsix ¢ XBII focturaer 71%, a Ha OO
APYTUX MpMOOPETEeHHBIX ITIOMepPY/IONaTuii mpuxogurcsa 15%,
MOIMKUCTO3a IoYeK — 14% [106].

Ousmronornyeckas nepectpoinka GyHKLN NoYeK
npu 6epeMmeHHOCTU

DbepeMeHHOCTDb CyLIeCTBEHHO MEHsAET OOILIYI0 ¥ IOYeYHYIO
remopuHaMuky. B I n II TpumecTpax XapakTepHO yBenuue-
HIe o0beMa LMPKYIUPYIOLIell I/Ta3Mbl, MUHYTHOTO 00beMa
KPOBM, MHTEHCMBHOCTY MaTOYHOTO ¥ MOYE€YHOTO KPOBOTOKA,
4yTO peanusyercsa B nosbimiennn CKO na 50-70%, a coorser-
CTBEHHO B CHVDKEHUY YPOBHEI KPEaTUHMHA, a30Ta MOYEBUHBI
1 Mo4eBoOJl KUCIOTHI [106]. Takum 06pa3omM, afjanTallMoHHOE
nosbinieHre yposHa CK® 1 cHuXeHue MapKepoB a30TBbIfie-
JINTENbHON (GYHKLMM II04eK MOXKET yMEHBIIATh BBIPaXKEH-
HOCTb HapyleHMsI pyHKINMU IIOYeK, B CBSA3M C YeM II0CTaHOBKa
puarnosa XBII Bo Bpems 6epeMeHHOCTH MpeJiCTaBIACT CyIle-
CTBEeHHbIe TPyAHOCTH. Ellle OMHUM IpOsABIEHNEM II€PecTpoit-
KI TI04Ye4HO! (YHKLMM BO BpeMs 6epeMEHHOCTM SBIACTCA
yBenudeHue B 2-3 pasa Gp13MONIOINIECKOI IPOTENHYPUMN, KO-
Topas MoxeT focturaTb 300 mr/cyTku [109].

MeTopabl BbiaBneHus XbIM Bo Bpemsa 6epemeHHOCTN
CriefyeT y4uTBIBaTD, YTO IEPECTPOIIKA II0YEYHOI PYHKI[UY BO
BpeMsi OepeMEHHOCTH MOXKET MacCKMpOBaTh Kak Hamydve XBIT u
OCTIOXHATD OIpefieNieHue ee cTafuy. CyIecTByeT MHeHINe, YTO
ypoBedb CK® Menee 100 MJI/MUH M KpeaTMHMHA CBIBOPOTKMU
KpoBu 6ortee 85 MKMOJIB/TT y GepeMeHHBIX CIefyeT CIUTATh OC-
HOBAaHMEM [JIs1 TIIATEIBHOrO He(pOIOrn4eckoro o6cienoBa-
HYA ¥ uccnenoBaHust GyHKIuy nodek . OCHOBHOI MeTOZ, OLieH-
KI QUIBTPALMOHHOI CIIOCOOHOCTM NMOYKM B BUJIE PacUeTHBIX
¢dbopmyn MOXeT faBaTh OMINOOYHBIE Pe3Y/IbTATHI M HEe PEKOMEH-
AYeTCsl K MCHOIb30BAHUIO Y OepeMEHHBIX KaK MeX/YHAPOLHbI-
M, TaK U OT€4eCTBEHHBIMM HayYHBIMM coobiecTBamu [5], [110],
[111]. imetoTcst paHHBIe 0 TOM, 4TO pacyeT CK®D 1o ¢popmyrne Ko-
Kpodr-TonTa 3aBbIlIaeT pe3yIbTaThl IpU GepeMeHHOCTH Ha 40
MJI/MIH, B CBOI0 odepenb ¢popmyna MDRD sanmkaer Ha 20M1/
muH, CKD-EPI - Ha 20%. B cBs31 ¢ 3TUM B KayecTBe OCHOBHOTO
Meropa onpenenennss CK® mpu 6epeMeHHOCTY MOXeET paccMa-
TpuBarhcs poda Pebepra. Becem 6epemennniM ¢ XBIT mokasana
KO/IMYEeCTBEHHasl OLleHKa BBIpaXKeHHOCTH mpoTenHypuu. [Toka-
3aHO, YTO IIPOTENHYPHA >1 T/CYyTKM ABNAeTCA He3aBUCUMBIM OP
HpeX/ieBpeMeHHBIX POJIOB B CPOK [0 37 Heflen recTaruu (OTHO-
menne maxcos (OIII) 3,65 95% moBepurenbublit nHTEpBa (1)
1,61-8,24) u make B 6ormee paHHME CPOKIU [0 34 Hepenu GepemeH-
Hoctu (OIII 4,81, 95% [I 1,48-15,66) [112]. OneHKY BBIpakKeHHO-
CTU IPOTEMHYPUYU PEKOMEHAYETCS TPOBOANTD IO COOTHOLIEHNIO
a/IbOYMIUH/KpeaTVHIH UK IpOTenH/KpeaTnHuH [113].

HabnioaeHne 6epemMeHHbIX XeHwnH ¢ XBbI1

B cooTBeTcTBUM C [IeJICTBYIOIIMM IIpMU30M MUHICTEPCTBA
3[paBOOXpaHeHMs U coumanbHoro passutus PO or 03.12.2007
r. N 736 xpoHMYecKas IO4Y€YHAH HEJOCTATOYHOCTb C YPOBHEM
KpeaTVHIHa CHIBOPOTKM KpOBM [0 3adaTusi 6omee 200 Mk-
Morb/n (1,8 Mr/pm) He3aBUCUMO OT AMAarHO3a WK C IpoTpec-
CUPYIOIIVM HapacTaHMeM KpeaTVHNHA CBIBOPOTKM KpPOBU B

106071 CPOK GepeMEHHOCTH SIB/ISIETCS IIOKA3aHUeEM [I/Is UCKYC-
CTBEHHOTO IIpepbIBanms OepeMeHHOCTHM [114].

Ipu HabmroneHuu 6epemennsix ¢ XBII, a Takke Ipy IIaHU-
poBaHMM bGepeMeHHOCTH y maiueHTOK ¢ XBII pekomeHfyert-
cA yyacTye MYJIbTUAUCIVIUIMHAPHON KOMaH/bl, BK/IIOUAIOLIeil
aKyIepa u Hepposiora, pyu HeoOXOMMOCTI PEBMATO/IOra, OPH-
eHTVMPOBAHHbIX B Ipo6IeMe BefjeHNs 6epeMeHHOCTI Y 60/IbHBIX
XBII. Crenyet nHGOpMUpPOBATh NALMEHTOK O NMOBBIIIEHHOM Y
HUIX PUCKe Pa3BUTHsI OCTIOKHEHUI GepeMeHHOCTH, B TOM YNC-
ne I19, mpexxgeBpeMeHHBIX POJIOB, 3alep>KKM pOCTa IJIOfA, Be-
POSITHOCTH TOCIUTANN3ALNI U TIOTPEGHOCTI B KECApEBOM Ce-
yenun [113]. B cBA3KM C 9TUM >KEHIIMHAM PEHPOAYKTUBHOIO
Bospacra ¢ XBII, mpepiecTByoleit 6epeMEHHOCTH, 1{e7IeCO0-
6pa3HO peKOMeHIOBaTb Ge3omacHble U 3G eKTUBHbIE METOMBI
koHTpanenuuy. [Tannentkam ¢ A, mony4arommuM MHIMOUTO-
poi ATI® 1 6710KaTOpBI peLenTopoB aHrnoTeHsyuHa II, mpnu ma-
HUPOBaHNN GepPEMEHHOCT MOKa3aHa X OTMEHA C 3aMEHOIT Ha
ApyTr¥e paspelleHHble Ipy OepeMeHHOCTM aHTUIMIIePTEH3NB-
Hble IIPeTaparsl C Le/Ibl0 MpefOoTBpaIleHNsI PasBUTHS Teparo-
T€HHOTO eMCTBU .

CyI1ecTBEHHDIM AB/IAETCA CBOEBPEMEHHOE BbIJ[e/IeHNe XKEeH-
IIMH ¢ IpefuKTOpaMu passuTuA 119, K KOTOpPBIM clIefyeT OT-
HeCT! pasBUTHe Y 1ML ¢ XpoHudeckoit AI' u mporennypu-
eit crorikoit Tsxenoit AT (cucronmyueckoe AJl >160 MM pT. CT.
u/vnu puacronmdeckoe AJl >110 MM PT. CT. UM yBOEHME [03
aHTUTUIIEPTEH3VBHBIX [IPENIapaToOB) U/UIN CYIeCTBEHHOE II0-
BBILIIEHVIE YPOBHS IPOTenHypun (yABOEHIE IPOTENH/KpeaTu-
HUHOBOTO VMJIN a/IbOyMIH/KPeaTNHNHOBOTO COOTHOIIEHNE 110
CPaBHEHUIO C JAHHBIMM B PaHHUE CPOKY OepEMEHHOCTN).

Ba>xHBIM KOMIIOHEHTOM 06cteoBanms 6epeMeHHbIX ¢ XBII
ABJISIETCA OLiEHKAa COflepXKaHUsA ChIBOPOTOYHOTO AHTUOTEH-
HOTO Mapkepa maneHtapHoro ¢akropa pocra (PIGF) u aH-
TUAHTVOTEHHO pacTBopuMoii FMS-nofo6HO THPO3UHKN-
Hasbl-1(sFlt-1) M uX COOTHOIIEHMs, KOTOpble HMPEACTaBIAT
co00Jl HaZle>)XKHbIe IPeAVMKTOPbI passuTuA 119 1 Hebmaronpu-
SITHOTO Mcxofa 6epeMeHHOCTH Y mareHTOK ¢ XBII.

B xayecTBe IPEBEHTUBHBIX CPEJICTB, MO3BONAKIINX CHU-
3UTb pUcK pasButusd I19, ciefyer paccMaTpuBaTh MpyUeM HU3-
KMX 03 acnupuHa (75-150 mr) [113].

JNleueHwue Al y 6epemMeHHbIX »eHLwnH ¢ XBI

B xauectse nenesbix nudp AJl y muy ¢ XBII Bo Bpems Gepe-
MEHHOCTHU C/IeflyeT PaCCMaTpUBaTh ypOBeHb <135/85 MM pT. CT.
[113]. Bricka3bIBaeTcsi MHEHMe, YTO HYDKHeI TpaHUIIell Iiene-
Boro AJl y 6epemeHHbIX xeHIUH ¢ XBII Mo>xHO cumraTh 110
MM pT. cT. gt CAIl m 70 MM pr. cT. ana J Al npu ycinosuu xo-
polueit IepeHOCUMOCT ITHUX [UP M OTCYTCTBUS KIMHMIE-
CKM 3HAUMMOJ TUIIOTeH3UU. Pe3yIbTaThl paH/JOMU3MPOBAHHO-
ro KOHTPOJIMPYEMOrO MCC/IefOBAHMA MOKA3a/IM, YTO XKeCTKUIA
KOHTponb ypoBHsa AJl (TA]l 85 MM pT. CT.) y >keHInH ¢ AT
0e3 IPOTeNHYPUM COIIPOBOXK/AIICS CYIeCTBEHHBIM CHVKEHN-
€M OCTIOXKHEHM 1 CO CTOPOHBI MaTepy IIPU OTCYTCTBUM HeKesla-
Te/IbHBIX MOC/IECTBII CO CTOPOHBI Inoga [115].

K OCHOBHBIM aHTUTMIIEpTEH3MBHBIM IpelaparaM [ je-
4yeHyst xeHIUH ¢ XBII Bo BpeMsi GepeMeHHOCTH OTHOCST-
cs MeTuziona (f03y KOTOpPOIT ClefyeT KOPPeKTUPOBaTh MpU
XBII), HndefunNH MM AMIOAUIINH, METOIIPO/IONA CYKI[MHAT
nnu 6ucomnposorn [113]. Kareropudyecky He peKOMEHAYETCsI VIC-
nonb3oBaHyue MHrMOuTOpoB AIID, 670KaTOPOB peLenTopoB
aHruorensuHa Il u guypernkos npu nedeHuu Al Bo Bpem be-
PEMEeHHOCTH.
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- KOHCEHCYC

A\CARAS SRS AS

JleueHune AT y xkeHwmH ¢ XbIN Bo BpemA KopmneHus
rpyAbto

Cy1ecTBeHHBIM (paKTOPOM, ONpeNeAI0IUM BBEIOOp aHTH-
TUIIEPTEH3NBHDBIX IIPENIApaTOB /1A JIEYE€HUA JXEHIIVNH BO Bpeé-
MA TaKTalguu, ABIACTCA CHOCO6HOCTI) npenapaTOB HpOHI/IKaTb
B I'PyITHOE MOJIOKO 11 COOTBETCTBEHHO BOSHeﬁ[CTBOBaTb Ha opra-
HJ3M HOBOPOXJEHHOTIO. K IIperapaTtaM, KOTOpbIe MOTyT npu-
MEHATDHCA A1 NEeYEHNA JKEHIMH B 3TOT IIEPUOL, OTHOCATCA
:-)Hananpr/m, KaHTOHpI/UI, aAaMJIOOUIINH, HI/[(beHI/IHI/[H ¥ aT€HOJIO/N.
JJaHHOJI KaTeropuu NaLMEHTOB HE PEKOMEHYETCS Ha3HAYEHMe
6/10KaTOPOB peLeNnTOpoB aHrHoTeH3NHa II 1 A1ypeTnKos.

JleueHue coueTaHHbIX COCTOAHUI Y 6epeMeHHbIX
»KeHwwmH ¢ XbI

HikHUM IOpOroM ypoBHs reMorno6uHa BO BpeMs Gepe-
MEHHOCTM C/lefiyeT cunTarh 105-110 /71 B 3aBUCUMOCTH OT CPO-
Ka recraguu. OHaKoO ypOBeHb <85 I/l CBA3aH C yBeIMIEHUEM
Ha 62% puCKa HM3KOI MacChl IIPY POXAEHUN U Ha 72% mpex-
TIeBPEMEHHBIX POJIOB B CPOK [0 37 HefeNb 6€peMeHHOCTI/I [116].
Han6osnee gacToit mpu4nHOi aHeMMU BO BpeMsi GepeMeHHO-
CTHU ABJISIETCS XKee30fepuInT, KOTOpLIT HabmofaeTcs boree,
yeM y 40% OepemeHHBIX. []1s1 KOppeKIuM >kene3opepuunt-
HOJi aHEMIM BO3MOXKHO Ha3HauyeHMe IePOpaJbHBbIX U HapeH-
Tepa/IbHBIX IIPeIapaToB XKelle3a KaK BO BpeMs 6epeMeHHOCTIH,
TaK U B IEPUOJ, KOPMJIEHNA TPy bIO.

YpOoBeHDb 3pUTPOIIOITHHA B IEPNOH OepeMEHHOCTI YBeNu-
yyBaeTcA MpuMepHO BABoe [117]. OpHako y >keHmuH ¢ XBII
HOfO6HDIN (PUSMONIOTNYECKUIT IPUPOCT YPOBHA SPUTPOIOI-
THHAa MOXeT OBbITb OrpaHMYeH (PYHKIVOHATBHBIMM BO3MOX-
HOCTsAMM II04Y€K, B CBA3Y C UeM JlaXKe IIPU JIETKOI ¥ yMePEHHOM
CTereHV IUCHYHKIUY ITOYeK MOXKeT ITOTpeboBaThCA Ha3Hade-
HIe 3pUTPOIOSTUHA. Y )KEeHIINH, I0/Ty4aBUINX S5pUTPONIOITUH
1o 6epeMeHHOCTH, TpebyeTcs yBenndeHye 031 POBKM IIperna-
para. DpUTPONOITUH He IPOHNMKAET Yepes IIaljeHTapHbIil Oa-
pbep U B IPYLHOE MOJIOKO, B CBA3Y C 4eM Oe30I1aceH BO BpeMs
6epeMeHHOCTI M KOPMJIEHIS IPYADBIO.

ITpu neyenun caxapHoro guabdera y >xeHmuH ¢ pCK® >30
mn/muu/1,73 M* go 6epeMeHHOCTM M CTabM/IbHON (yHKILMei
[TOY€K MOXKET MCIIOIb30BAThCSI METGHOPMIUH.

Hedurur Buramuna J| Bcrpedaercs y 13-64% GepeMeHHBIX
JKEHIIMH U CBs3aH C MOBbINIeHNeM 3aboneBaemoctu 11D u re-
CTalMOHHBIM AuaberoM. HecMOTps Ha TO, 4TO JaHHBIE O BIIU-
SHMV BUTaMyHa ]| Ha MCXOnbl GepeMeHHOCTM HEeOfHO3HAY-
HBI, MIMEIOTCs pe3y/IbTaThl MeTa-aHaN13a, JEMOHCTPUPYIOIETO
CHIDKeHNe pucka [19, Hu3koro Beca Nnpu poKIAEHUU U IPex-
IeBpeMEHHBbIX POIOM IIpM MCIIONIb30BaHUM II€pOpaTbHOIL Te-
panuu npenapatamy Butamusa JJ [118].

ITpy HanMuMy MOKa3aHMI K HasHAYEHMIO NAHHBIX IIpeIna-
paroB 6e30IacHBIMY BO BpeMs 0epeMEeHHOCTH Y MAIL[MEeHTOK C
XBII cnenyeT caynTaTh UCIONb30BaHME HU3KMX [JO3 ACIIMPUHA,
HU3KOMOJIEKY/IAPHOTO T'ellapMHA, IPESHM30/I0HA, a3aTUONIPU-
Ha, IMKJIOCIOPMHA, TAKPOIUMYCa ¥ TUJPOKCUXIOPOXMHA.

Oco6eHHocTn XBIM B AeTCKOM 1 NOAPOCTKOBOM
BO3pacTe

Hecmotpst Ha To, 4TO onpepeneHne u o061ue IpefCcTaBIeHNs
0 XBII B feTckoM 1 HIOAPOCTKOBOM BO3pAcTe He OT/IMYAIOTCS OT
XBII y B3pOC/IbIX, UMEETCA PAJ, PA3/IM4MiA, KACAIOUIMXCA 3THO-
JIOTMY, BO3MOYKHOCTEJ! [/l TIOCTAHOBKM JJMaTrHO3a, KPUTEpUeEB
AMarHO3a, KIaccU(UKALUY, a TaKXKe CHenupuIecKUX KINHU-
YeCKMX 0COOEHHOCTEL, CBA3aHHBIX, IIPEX/ie BCETO, C TeM, 4TO B

IAHHBL IepUO MPOUCXOAUT POCT M B3pOC/IeHNE NEeTCKOro Op-
ranmsma. Bimsanane maromormyeckux npoueccos npu XBII Ha
3/J0POBbe MAIVIEHTOB OLIYIAeTCS He TO/IbKO B IeAMATPUIECKOM
BO3pacTe, HO U B UX B3POCIION XXV3HM, TeM boJiee, YTO YBeIN-
YJBAIOIAACA BBDKMBAEMOCTD MAL[MEHTOB JIeTCKOTO U MO POCT-
KoBOro Bospacra ¢ XBII 3a cuer yny4inenns KayecTpa J1e9eHNs
CO3JaeT YCIOBUs [/IsI BOSHUKHOBEHMsI LIelIor0 psifia mpobieM
MeJVIIVTHCKOTO U COLIMa/IbHOTO XapaKTepa, paHee He BO3HMKAB-
myx B cutyanuu ¢popmuposannsa XBII ¢ gercrsa.

Snupemmnonorndyeckue mccimegosauus XbBII B merckoMm u
MO POCTKOBOM BO3pacTe HeMHOTOUYNMCIeHHBL. VIMeroTcs, B oc-
HOBHOM, laHHbIe O TepMuHanbHON XBII, a cBefleHna o Hamu-
YUY HETEPMMHA/IbHBIX CTafuil B OONBIIMHCTBE Caydae He-
TOCTYIIHBL. B cBA3M C 3TMM MMeeTCs COIIaCOBAHHOE MHEHMeE
0 ToM, 4TO 4yacToTa XBII B HeTCKOM BO3pacTe 3HAUUTEIbHO
BbIIIE, YEM YACTOTA AuarHoctuposanHoi XbIl, a saunrenn-
Has 4acTh AeTeit u noppocTkoB ¢ XBIT ocraercs 6e3 grarnosa
10 B3pOCIIOTO BO3PacTa.

3aboneBaemoctp XBII B IeTCKOM U MO POCTKOBOM BO3pac-
te B EBpone cocrapnser 11-12 cy4daeB Ha MUJUIMOH IS CTa-
puit 3-5, B TO BpeMs Kak pacnpocrpaHeHHocTh XbII mocTu-
raeT 55-60 Ha MIIIVOH B JJaHHOI BO3pacTHOII rpymme [119].
CpaBHUMBIE pe3y/IbTaThl MPeNCTaBIeHbI IO 3a00IeBaEMOCTI
n pacnpocrpanenHoctu XbII u B pyrux sanajiHbIX cTpaHax,
TakK 3abomeBaemocts TepmuHanbHoit XBII B CIIA moctura-
eT 11 cny4aeB Ha MWUIMOH JIeTCKOTO HaceneHus B rop [120].
3aboneBaemocTs TepMuHanbHOU XBII B Poccum HecKOnIbKO
HIDKE U COCTaBiAeT 4-5 cly4aeB Ha MMJIJIMOH JJeTCKOTO Hace-
nenus B rop [121]. B cBsi3u ¢ 0COOEHHOCTAMNU BO3PACTHBIX II€-
PMOJIOB [IeTCTBA MMEIOTCA CYIIeCTBEHHbIe Pa3Inyins 1o 3a6o-
neBaemocTy XBII meteit u mogpocTkoB. Tak 3a60/1€eBaeMOCTh
tepMmuHanbHoli XBII B EBpone B BospacTe 0-14 jieT cocTaBns-
eT 5,5 cIy4aeB Ha MUJUIMOH B TOf, @ 3a60/1eBa€MOCTH C yU4ETOM
MOJIPOCTKOBBIX C/Iy4aes B Bo3pacte 0-19 et cocrapnser 8,3 Ha
MIUIVOH B TOfI, YTO CBUMIETENBbCTBYET O O0/Iee BHICOKOI 3a60-
nesaemocty XBII B mogpocTkoBoM Bospacte [122].

IIpnunnbl passutnsa XBII B geTckoM BospacTe CylleCTBEHHO
OT/IMYAIOTCA OT TeX, YTO OTBETCTBEHHBI 32 BO3HMKHOBeHMe XBII
Y B3pOC/IbIX. B oT/IMuMe OT B3pOC/IbIX MAallMEHTOB, Y KOTOPbIX
ocHoBHbIMY npuurHaMu XBII, B 0c06eHHOCTH TepMIHAIBHON
XBII, sIBAA0TCS caxapHblit fuabeT 1 apTepuanbHas IUIepTeH-
3151, OCHOBHBIM aTuonorndeckuM axkropom XBII y nereit sB-
JIAIOTCSA BPOXK/IeHHbIE aHOMa/IMM NIOYeK Y MOYEeBbIBOJALIUX ITY-
teit (Congenital abnormalities of the kidney and urinary tract,
CACUT), a Takxe ITOMepynApHble 00Ne3HM (XpOHMYECKUI
rIoMepy/IoHedpUT, (OKATbHBIN CerMEHTapHbII ITOMePY/IO-
CK/Iepo3 u fpyrue GpopMbl MAMONATNIECKOIO HePPOTIUIECKOTO
CMHJIPOMa, BOTTYaHOYHBIT HePUT U AP.), KOTOPHIE COCTABIISIOT
IO pasHBbIM JaHHBIM OT 49,1 go 60% u ot 6,8 Ko 20,5% mpu4nH
XBII B meTcKOM BO3pacTe cOOTBeTCTBeHHO [120, 123]. OTMe-
4eHO IpeobmajjaHye TexX WiM MHBIX npudnH XBII B pasmny-
Hble BO3PACcTHbIE IEPMObl NETCTBA: CTPYKTYpHbIE aHOMAINUK
npeo6rafaloT B MIafieHYeCTBe M MJIAfilIeM JeTCKOM Bo3pac-
Te, a Ha4MHAA C BO3pacTa 12 jeT 3HAYMTEe/IbHO YBEINIMBACTCS
3a0071€BaeMOCTb IJIOMEpPY/IspHbIMU 6onmesHsimu. IlocTeneHHO
CHMDKAETCs IO/ CTPYKTYPHBIX aHOMAaJIMii B KauecTBe IIPUYMH
tepMuHanpHoi XBII. Ilo gannpiM HauyoHanbHOrO MHCTUTY-
ta 3g0posbsa CIIA, ona goxoput o 38,3-39,5% npu Hamm4um
CACUT, a pons rnoMepy/ispHbIX 60/e3Hell pacTeT 1 B CTPYK-
Type TepmuHanbHOt XBII gocturaer 15,2-24,3%. Cpean dak-
TOPOB PUCKa Pa3BUTUsA TepMMHaNIbHOI XBII B MOApOoCTKOBOM
BO3pacTe BbIJIeNIAI0T HU3KNUIT BeC IIPY POXKJIeHMM, TaK KaK OH ac-
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COLIMMPOBAH CO CHIDKEHMEM 4NC/Ia HepPOHOB, OXKUPEHME, Te-
HeTUYeCKye 0COOEHHOCTY B BU/IE HA/IMYMsI BAPMAHTHBIX T€HOB
C IIPepaCIIONIOKEHHOCTDIO K PA3BUTHUIO Y IO POCTKA, B YACTHO-
cTU (POKATIBHOTO CerMEHTapHOTO ITIOMePYIOCK/Iepo3a, U YCKO-
perHoMy mporpeccuposanuio XBII [124]. [Ipyrue 3aboneBanus,
KaK FeHeTUYeCKN JeTepMIHIPOBAaHHBIE, TAK I IPIOOpeTeHHbIe
(reMOMUTUKO-ypeMUYeCKMil CUHAPOM, CUHAPOM AJBIOpTa,
OITyX0/Ib BuIbMca, VIIMONATHY, TIOTTUKICTO3HasA 60/Ie3Hb, MH-
TePCTULVA/IbHBI HePPUT M [p.) BCTPEYAIOTCA PEXKe M COCTaB-
na10T oT 20 50 30% ot Bcex npmunH XbBII.

Knaccudukanys u onpepenenve craguit XbII B geTckoM u
HOAPOCTKOBOM BO3pacTe OCHOBAHBI Ha TeX >Ke IPMHIJUIIAX, YTO
u npu XBII y naunenTos crapiue 18 ner [111]. Ha nmepsom ara-
e 1A ycraHoBneHus guarnosa XbII HeOOXORMMO BBISIBUTH
MapKepbl HOBPeXJeHNs Mo4eK (aMbOyMMUHYpUA, M3MEHeHMe
OcaZKa MO4YM, 971eKTPOIMTHBIE HapyIIeHN A, CTPYKTYpHbIe U3-
MeHEeHMA IPY BU3YaIN3UPYIOIINX METOIaX UCC/IeJOBaHU A, T~
CTONIOTMYeCKNe V3MeHeHM A U JIP.), COXpaHAIIIecs B TeUeHue
3 Mecanes. [ onpenenenys CTauit UCIONb3yeTCsA YPOBEHD
anpOymunypun (Al, A2, A3) u crenens camkenusa CK® (Cl1-
C5) ¢ xpurepuem cHmxeHuss CK® menee 60 miu/mun/1,73 m>
(C3a-C5).

Jns xaTeropmum JeTu U MOJLPOCTKM MIMeeTCA HECKOIbKO MC-
KmoueHnit. Kpurepuit mpomo/KuTeTbHOCTY BbIABICHN S Map-
KepoB MOpaKeHM s MoYeK >3 MecsAIeB HeIPUMEHUM A Ma-
IeHlleB B Bo3pacTe o0 3 MecsAnes. Kpurepuit camxenna CKO
meHee 60 Mi1/MuHu/1,73 M? He VICTIONIb3YETCA JIIA IeTel 10 2 JeT,
IJI JeTell 9TOTO BO3pacTa MCNOIb3YIOTCA IOMeCAYHbIE YPOB-
HI KIMpeHCa KpeaTMHNUHA, CHelMaIbHO YCTAaHOBJICHHbIE B
2006 roxy. ATbOyMUHYPUIO HE3aBICUMO OT BO3PACTHBIX HOPM
AMArHOCTUPYIOT Ipu anbbymMuHe B Mode >30 MI/B cyTKu. Bee
9JIEKTPONNTHBIE HAPYIIEHN A He0OXOAMMO OLeHNBATh, MCXOMA
U3 YCTAaHOBJIEHHBIX BO3PACTHBIX HOPM.

Knunnyeckne npoasnenusa XbII saBucar or sruonorun 3a-
60JIeBaHNS U €ro AJIUTENBHOCTY, BO3PACTHOIO IIEPUOJA, CTa-
pvy XBII u cremeHM HapylleHMs modeyHolt ¢yHkiuu. Ha
PaHHUX CTafAMAX CUMIITOMATUKA, KaK IPaBUJIO OTCYTCTBYeT, a
XKaJI00bI, 0COOEHHO B BO3pAacTHO IpymIie Maagire 12 yet, ma-
LIMeHTbI IPeNbABAIOT pefKo. TeM He MeHee, B ITeJUaTPUN BbI-
HeNAIT aHaMHeCTHYecKye, KIMHUYeCKue, 1abopaTopHble U
MHCTPYMEHTa/IbHbIe IPM3HAKY BO3MOXHOTO 3a00/IeBaHM I T10-
vek n XBII, koTopsle 103Boss0T 3anofo3putb XbBII y pebeH-
ka. K HuM otHocaTca: XDBII B cemeitHOM aHaMHe3e, paHee Ile-
penecennoe OIIII, aHeMusA ¢ HeyCTaHOBIEHHBIMIU IPUYMHAMI,
KpeaTMHMH IIJIa3Mbl Bblllle YyCTAaHOB/IEHHOM BO3PAaCTHON HOP-
MBI, HONMUYPUS, HUKTYPUS, IPOTEUHYPUs, HUSKUI YAeTbHBIN
BeC MOYH, aToorusA nodek npu Y3V, aprepuanbHas Tumep-
TeH3Ms, feopMalis KOCTHON CUCTeMBI, OTCTaBaHMe B POCTe.
B ciyvae Hanuuus y pebeHKa BPOXKAEHHBIX aHOMAINII IIOYeK U
mouessiBogsamux nyreit (CACUT) momMumo oTcTaBaHus B po-
CTe U pasBUTUM XapaKTepHBI TOBTOPSOMINECT NHPEKIINY MO-
4eBBIBOJALINX Iy Teil, c1abast CTPys MOYM U AP.

ITo mepe mporpeccupoBaHusi 3ab0neBaHMUS U HAPACTAHUS
HapyleHnit QyHKIMI [HOYeK MOSBIISAIOTCS JKamoObl U BO3HN-
KaloT cBsAsaHHble ¢ XBII cuHgpoMbl, K Ba)KHENIINM U3 KOTO-
PBIX OTHOCAT 3alep>KKy POCTa U PasBUTHUA, MUHepalbHbIE U
KOCTHBbIE€ HapylLIeHN s, aHEMUIO, apTePUAIbHYIO I'MIIePTEH3NIO
U KapAMOBaCKy/IApHbIEe OCTOXKHeHu [125].

bonpmmnacTBO 3TNX IposaBnenuit XBII y feTeit u mofpocTKoOB
I10 IIATOT€He3y ¥ CMMIITOMATVKe He OT/INYAeTCsA OT TAKOBBIX BO
B3POC/ION HMOMY/IALMY U TPeOYIOT KOPPEKLINH, B TOM YICIIE M-
€TUYECKOI U MeVKAaMEeHTO3HOIl. Tak, MUHepa/lbHble ¥ KOCT-

Hble Hapywenusa npu XBII y fmeTeit n mogpocTKOB NpeficTaBs-
JISAI0T €06071 CUMIITOMOKOMIITIEKC, 0OYC/IOB/ICHHBII Ha/IN4nueM
KOMOMHAL[MY PasIMYHBIX U3MEHEHNI], TAKMX KaK HaPYIIeHMs
¢dbocdopHO-KambIMeBOro o6MeHa, M3MEHEHMsI MeTabonm3Ma
BuTaMMHa D, mapaTupeouHOrO ropMOHa, MU3MEHEHU CTPYK-
TYPBI KOCTelt, KaTbLU(pUKALMI MATKUX TKaHel U COCYHO0B. Bos-
HUKHOBEHNME TAKMX HapyLIeHUI JsA PacTyLEro OpraHM3Ma
peOeHKa IpefcTaBisieT OOMBIIYI0 ONACHOCTb, TAK KaK B 9TUX
YCTIOBUAX CYLIeCTBEHHO MeHsAeTCA peMOfieNlMpoBaHye KOCTHOI
TKaHU Y HapyIIAIOTCS POCTOBBIE XapaKTepUcTuKuU. CHHIPOM
MIHepalbHBIX M KOCTHBIX HapyieHnit mpu XBIIy gereit u nog-
POCTKOB CBsI3aH TaK>Xe C BHEKOCTHOIL, B TOM YMCTIe COCYAMCTON
Ka/bIQUKaIuell, YTO CIIOCOOCTBYET Pa3BUTHIO CEPHEYHO-CO-
CyIMCTBIX OcnoxxHeHmit. OIperienenne ypoBHelt KanblLus, hoc-
¢opa, Butamuua D y feTeit U IOfPOCTKOB IPOBOJUTCS C y4€TOM
MIMEIOLIXCSA IPOLIEHTU/IBHBIX KPUBBIX ¥ YCTAHOB/IEHHBIX Ha UX
OCHOBE HOPMAaTMBOB U pepepeHCHBIX 3HAYEeHUIT B pasIMYHbIe
BO3PACTHbIE IEPUOJIbI JETCTBA, 3 PEKOMEHALINM 110 KOPPEKIIII
3TUX YPOBHEN COfepKaT KaK IPeNIoKeHNA 110 HyTPUTUBHOM
HOJ/IePIKKe ¥ 0COOEHHOCTSIM JVIEThI, TaK U 110 IPUMEHEHNIO Jie-
KapCTBEHHBIX IIpeNIapaToB C YTOYHEHMEeM 103 U Iie/leBbIX IIOKa-
3aTerielt Kanbuys, pochopa, ButammHa D [y1s pasnmn4HOro Bo3-
pacra u craguit XbII.

Yacteim ocnoxnenneM XBII y gerest u IOfPOCTKOB AB/IAET-
cs1 aHemuA. K I7IaBHBIM IpUYMHAM BO3HMKHOBEHM I aHEMUM OT-
HOCSATCS: HapylleHye W/Mu JUCPeryIsaunsa obpasoBaHMs Spu-
TPOLOITUHA, feDULIUT >Ke/le3a M/WIM HapylLIeHue MeTabom3Ma
XKejle3a, BOCIaieH e ¥ O/I0KMPOBaHIe XKejle3a FelCU/HOM, XPO-
HIYecKas KpOBOIIOTepsl, B TOM 4MC/Ie BCIEACTBIE MEeUIIMHCKIX
MaHUITY/IALMIA, ¥ IOTEPeN B TEMOJIMAIM3HOM KOHTYPE, ypeMus,
rumeprnaparupeos u mMueno¢ubpos, neduUMUTHBIE COCTOSHUA
(Butammu B12, ponmesas knucnoTa, KapHUTHH, BuTaMuH C), e-
KapCTBEHHbBIE CPeJICTBA, IeKApCTBEHHAasA TOKCUYHOCTD, aIl/Ia3us
KPOBETBOPEHMS, a TAK)KE HU3Kasl IPUBEP>KEHHOCTb K Ha3HAY€EH-
HOMY JiedeHMI0. [IMarHoCTMKa aHEMUM B JIETCKOM M TOJPOCT-
KOBOM BO3pacTe NPOBOJMUTCS C UCIIONb30BaHMeM IIPeLleHTUIb-
HBIX Tab/IN1] YPOBH A FeMOII00MHa B 3aBUCYMOCTH OT BO3pacTa 1
noja pe6eHKa. YTOYHEeHbI peKOMEH/TyeMble TeKapCTBEHHBIE IIpe-
TapaTthl X UX IO3UPOBKU /I JIeYEHM A AaHEMUIT PA3TIMYHOTIO Te-
Hesa nipu XBII B nmegmaTpudeckoi mpaktuke. ViMerorca crennm-
aJIbHble PeKOMEHJALMY TI0 LIeJIeBbIM YPOBHAM TeMOITIOONHA B
TEeTCKOM U IOfpOCTKOBOM BO3pacTe IIpM JIe4eHNY TallYIeHTOB C
XBII 3puTpOHO93CTUMYNTUPYIOLMMY CpefcTBamu [126].

B ormmune ot gpyrux ocnoxxuenuit XbII y mereit, aprepuann-
Has TUIIEPTeH3MsA MOXKET BO3HMKATb HAa paHHMX JOKIMHNYe-
ckux craguax. Yacrora BoiABreHusA Al y fieTeil 1 OJPOCTKOB
¢ XBII pocturaer 54%, ma>ke HeCMOTpsI Ha IPOBefleHUe aHTUTHU-
nepTeH3uBHOM Tepanun. [lo 38% MmpoLeHTOB feTell 1 MOJpPOCT-
koB ¢ XDBII umeror MackupoBanHyo Al. AHamus pesynbTaToB
CYTOYHOTO MOHUTOPMPOBAHNS HeMOHCTPUPYET BBICOKYIO Bapu-
abeTbHOCTD CUCTOMMYECKOTO U UMacTommdeckoro AJl, 4to siB-
JISIeTCSL MPOTHOCTMYECKU HeO/MarompusaTHbIM (aKToOpoM, 4TO
HOATBEP>KJaeTCA BBICOKOI pacIpOCTPaHEHHOCTBIO TUIEPTPO-
¢un eBOro >KenyfouKa y TaKMX IalueHToB. Pazpaboran an-
TOPUTM [IMATHOCTUKM U JIE4€HUS 3CCEHLMAbHON M BTOPUYIHOI
AT y meTeil 1 IOAPOCTKOB, BK/IIOYas MeIKaMEHTO3HbIE IIpeTIa-
parsl [127]. InarHoctuka Al y meTelt ¥ HOJPOCTKOB TPOBOJT-
Csl C y4eTOM TpelleHTU/IbHBIX 3HadeHnit AJl B Bospacte ot 0 1o
15 neT, B 3TOM BO3PACTHOM II€PUOJIE JMATHO3 YCTAaHABINBAETCH,
ecimu Al mpeBbimaet 95 mpeneHTHIb. Y IO POCTKOB > 16 f1eT uc-
HOJb3YIoTCA KpuTepun guarnosa ATy B3pocnbix (A]] >140/90
MM PT. CT.).
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VALCELAV,

- KOHCEHCYC

A\CARAS SRS AS

Taxoxe, Kak ¥ y B3pOC/IbIX IALIVIEHTOB Y JeTell ¥ MOAPOCT-
k0B ¢ XBII MOryT BO3SHMKATh Kap[iMOBACKY/IAPHbIE OC/IOXKHE-
HusA. VIX CTpyKTypa HeCKONbKO OTIMYAETCS, TaK KaK y JINI]
crapure 18 ner ¢ XBII gomuuupytoor MBC, nepebpoBackay-
JISIpHBIE OCTIOXXHeHMUs, 3abo/eBaHus HepudepudecKux apre-
puit, XCH, B TO BpeMs KaK y feTell Ipeob1afaloT HapyIeHns
PUTMa ¥ IPOBOAVMIMOCTH, K/IallaHHbIE IOPa)keH M I, BTOPUYHBIE
KapauoMuomnaTuy. PeanbHas oljeHKa pUCKa CepIAeIHO-COCY -
CTBIX OC/IOKHEHMI1 BO3MOXKHA TOJIbKO y IAljM€HTOB CTapLINX
BO3PAaCTHBIX I'pyNIL Jla)ke y B3pOC/IBIX NALIMEHTOB OIpeferie-
HUe CTeleHV CepHeYHO-COCYAMCTOrO PUCKA OIpefieNiAeTcs, B
OCHOBHOM, /1 nu1j crapiie 40 net. B To >xe Bpems, B nefua-
TPUYECKOI IpaKTHUKe HeNarTcA MONBITKY ONpefenTb IPyn-
IIBI MAaKCHMAa/JIbHO BBICOKOTO CEp/ieYHO-COCYAMCTOTO PICKA.
B pexomeHpanmaAx AMepMKaHCKON AccolMaluy ceppla Mo
CHIDKEHUIO CepfleuHO-COCYIUCTOTO PUCKA y HMeAMaTpUIecKUX
MallYIeHTOB BBICOKOTO PMCKA, K TAKMM IMaLYIeHTaM OTHECEHDI
00/IbHBIE C CeMeITHON TUIIepXOIecTepyHEeMUeNl, CaXapHbIM -
aberoM 1 Tuma, TpaHCIUIAaHTaLMell cepala, 6onesnbio KaBaca-
KI1 ¥ TIALIMEHTBHI ieTCKoro Bodpacra ¢ XBII [128].

Baskneiimieit cocTaBAoell KOMIIEKCA KIMHUYECKUX TIPO-
SBJIEHNI, BOSHUKAIOIIMX Yy HaIleHTOB JIETCKOTO BO3PacTa C
XBII, sABnsAeTcs 3afiep>KKa pocTa U pasBUTUA pebeHKa KaK B JleT-
CKOM, TaK ! B IIOJPOCTKOBOM Bo3pacTe. VIMeeTcs MHOTO yccrie-
TOBAaHMII, JEMOHCTPUPYIOLUINX KOPPE/ALNI0 MEXAY YPOBHEM
CK® 1 craHZapTM3MPOBAHHBIMM ITIOKasaTenAMM pocTa. EcTb
TaHHBIE O TOM, 4TO fetu ¢ XBII He meHee, yeM B 35% crmyyaeB
UMEIOT POCT MeHee 3 IPeLeHTIIN, YTO CBU/ETENbCTBYeT 00 UX
3HAYMTEIBHOM OTCTaBaHMY OT CBepCcTHUKOB. K axTopam, cnio-
COOCTBYIOIIVM 3a/iep)KKe POCTa OTHOCAT HeJOCTAaTOYHOE MU Ta-
HIe, MeTabOMMYeCKUIl allnio3, MIHEepaIbHble 1 KOCTHbBIe Ha-
PYLIEHNU, AHEMUIO 1 HAPYLIEHM BOLHOTO ¥ 3/IeKTPOTUTHOTO
6amanca. OgHAKO OZHMM V3 BOXXHENINX PAaKTOPOB, TOPMO3SI-
IVUX TIPOLIECCHl POCTa SIBSIETCSI HapyLleHne MeTabomusMa co-
MaTOTPOITHOTO TOPMOHA 1 €T0 IJITABHOTO Me[aTopa NMHCYINHO-
moffo6HOro (hakTOpa pocTa — I, mprdyeM MpOosIBIAETCS BIMSHIE
3TUX HApYLIEHNI1, B OCHOBHOM, B CTapIIeM JIeTCKOM U ITOJPOCT-
KOBOM BO3pacTe, TaK KaK B MJIafleHUeCTBe U MJIajlIeM feT-
CKOM BO3pacTe OCHOBHYIO ponb urpaet nuranue. Ilpu XBII y
TIOJIPOCTKOB NMKOBasA CKOPOCTh POCTa OTCpOY€Ha Ha 2,5 ropa,
B 3TOT Ilepuop, mybepraTtHoe yBemudeHne pocta npu XbBII co-
CTaBJIsAeT INIb 65% OT HOpMa/IbHOrO. I/ CTUMYIALUYN POCTa
B Pa3/IMYHbIX BO3PACTHBIX I'PYIIAaX UCIOAb3YIOT KaK ONTUMMU-
3aIMI0 MUTAHNUA, TaK U JIeYeHJEe COMAaTOTPONNHOM, MMeELIee,
TeM He MeHee PsiJj OTpaHMYeHNIT ¥ IIPOTUBONOKa3aHmit [129].

Jledenue meteit 1 nOfPocTKOB ¢ XBII, 0cO6eHHO B paHHUX
CTafMsIX CBOGUTCA K JIEUYEHMIO 3a00/IeBaHMII WM XUPYPrU-
YeCKOil KOPPEeKLMM BPOXK[EHHBIX CTPYKTYPHBIX aHOMAJIuii,
KOTOpble CTanyu mpuunHoil passutus XBII, a Takxe npodu-
JTAKTUKEe PasBUTUA OCIOXKHeHUI. UTo KacaeTcs MalVIeHTOB
¢ C3a- C5 craguamu XBII, To uX yedeHne JOMKHO OBITH Ha-
IIPaB/IEHO y>Ke He TO/IbKO Ha IPO(UIAKTUKY PA3BUTIS OCTIOK-
HEHMI1, HO Ha KOPPEeKLMI0 MMEIOUIMXCA HapyLIeHUil B paM-
KaX OCHOBHBIX CMHIPOMOB I IIONBITOK 3aMeJjIeHNsA TeMIIOB
nporpeccupoBanud XbII. B nnanax medyeHns Takux naiueH-
TOB BO3HMKAIOT ITOKa3aHUA /i1 IPOBeJeHNA TeMOAanu3a u
TpaHCIUIAaHTALIMU OYKY. Bee eye6HbIe MepONIPUATHA, BKTIO-
Jasd HeMeJVKaMeHTO3Hble ¥ MeJUKaMeHTO3Hble BMeIIaTe/b-
CTBA, 2 TAK)Ke TIOKa3aHMA K Pa3IMIHbIM BUJaM JIeUeHU U 1ie-
JeBBle TapaMeTpPHl, KOTOPbIe HEOOXOAIMO JOCTNYD B IIpoIiecce
7IedeHUs] CTPOTO pPerTaMeHTUPYIOTCA MeXAYHapOJHBIMM U
poccuiickumu pekoMeHpanyamu [121, 5, 130, 131].

IIporunos npu XBII, Bo3HMKaloLIel B IETCKOM BO3pacTe, He-
6maronpustHeiil. [IpegukTopamy OBICTPOro MPOrpeccupoBa-
HyA XBII 1o TepMMUHANbHONM CTafyy CIUTAOTCA MY>KCKOI 107,
apTepuaibHas TUIIePTEeHSN S, TUI0aTbOYMITHEMN L, FUCTUIIIe-
My, aHeMusA, HeppoTUdecKuit cuHapom, runepdocdaremMus
u Huskuii ypopenb CKO B MOMEHT yCTaHOBJIEHUs [MArHO3a
[132]. Tepmunanvuas XBII BosHukaer y 70% Takux HalyieH-
ToB K 20 rofiaM. Y peteli ¢ TepmuHanbHO XbBII 10-1eTHASA BbI-
JKMBaeMOCTh cocraBnAeT 80%, a cMepTHOCTh mpuMepHO B 30
pas3 IpeBbILIaeT OKa3aTenn y aeTeit 6e3 TepMmunanpHoit XBII
[133]. Cpenyu nmpuunH cmepT geteit ¢ XBII Ha3bIBaIOT OCTAHOB-
Ky cepaua (26%), nucynst (16%), niemuio Myuokappa (14%), orek
nerkux (12%), runepxanemnto (11%), apyrue npuamHer (22%).
ITo panubIM Perncrpam Ascrpanuu um HoBoit 3enanpum puck
CMepTHU y HeTeil U MogpocTKoB ¢ XBII accounmnpoBaH Takke ¢
BpaueOHOJT TAKTHKOJI, B TOM YJC/Ie C BO3PACTOM IIallVIeHTa B MO-
MEHT Hayasia jiedyeHus U TUIIOM reMopuanusa [134].

[anbHeiwmne nepcneKTuBbI

ITo Mepe cTapeHMs HacelleHMSI M YBeIMYEHUA PacIpoOCTpa-
HEHHOCTDb CaXapHOro Amabera B HONMy/IsAuuy, raobaabHoe Ope-
ms XBII, BeposiTHO, 6ymeT pactu [135]. Takum 06pa3om, BefeHme
MOXKM/IBIX MAIIMEHTOB C apTepuasnbHoil runeprensueii u XbII saB-
nsgeTcs chepoil MeAMIMHDL, UTPAOIell BaXKHeIylo poyb. Pe-
3y/IBTAThl MCCIEAOBAHUIT HOXMUIBIX MarueHToB ¢ AI' 6e3 XBII
IDEeMOHCTPUPYIOT 3HAUMTETbHOE CHVDKEHME YacTOThI CepfiedHOl
HEJIOCTATOYHOCTH, MHCY/IbTA U CEPAeYHO-COCYAUCTOI CMEPTHO-
CTHU B TOM Ciyd4ae, Korja AJl ajlekBaTHO KOHTpoyupyercs [136].
OpHako gaHHble o nanuenTtax ¢ XBII oTcyTcTByIOT. Bynymas Ha-
y4Has paboTa JO/DKHA ObITh HaIlpaB/ieHa Ha /Iy 4IIeHe HAIero
HOHMMAaHM ONTUMA/IbHBIX LielleBbIX 3HaYeHMit Al y IOXMIBIX
narueHToB ¢ XBII ¢ Lenbio Kak Kapano-, Tak U HepOIpOTeK-
nuu. Viccnenosanne STOP-ACEi HarnsagHO AeMOHCTPUpPYeT IIpe-
nmyiectsa 6mokazgsr PAAC B aToii rpymie nanyenTos [137]. Co-
XpaHseTCsl HEYHAOB/IETBOPEHHOI IOTPeOHOCTb B OINpee/leHNN
ONTUMA/IbHBIX IOAXOIOB K JIEYEHMIO, KOTOpble MO3BOMUIN ObI
a¢dexTrBHO 3aMea/Th Iporpeccuposanye XBII 1 cHU3KUTD co-
MY TCTBYOLINIT CEPAEIHO-COCYAUCTHII prcK. Hebonmpuine nccre-
TOBaHUA IIOKa3aay MO/b3y IPYMEHEHMs aHTArOHUCTOB pelien-
TOPOB 9H/JOTE/NNHA /I CHIDKeHMA Kak AJl, Tak M IPOTeMHYpUn y
naruentoB ¢ XBII [138]. HakoHelr, mosiB/isieTcst Bce 6OIbIIe CBU-
[ETeNbCTB TOTO, YTO O0y4YeHNe MAIMEHTOB OKa3bIBAeT IIPSIMOE
BIUAHME Ha pe3ynbTaThl nedenna XBII [139]. Ilockonbky rimo-
6apHOe 6pemst XBII HeyK/IOHHO BO3pacTaeT, MOBBIIIEHNE Me-
IMLMHCKOI TPAMOTHOCTY IIOTE€HIIMA/ILHO MOXKET YAYULIUTD pe-
3YJ/IbTATHI IeYeHM 32 CUET IOBBIIIEHN I KOMITTTA€HTHOCTIL.

3akoyeHne

Cumxenne AJl npm XBII 3amepnser mporpeccupona-
HJe 3a00/eBaHMA M CHIDKAET CepAeYHO-COCYNUCTBI PUCK.
JanpHelillee McclefoBaHUe ITATOPM3MONIOTMYECKMX MeXa-
HusmoB pas3sutusa Al u XBII nmo3sonuT onpenenutb ONTH-
MajIbHbIe aJITOPUTMBI JIEYeHUA U HOOUTHCS YIy4LIEHNs IPO-
THO3a U KauecTBa Xu3Hu. [lo-npexxHeMy, HET eJUHOTO MHEHU A
B OTHOIIEHMM IieeBbIX ypoBHel Al y pasnMyuHbIX KaTeropui
HMalMeHToB, cTpajaomux XBII. OyeBnaHo, uTo B Tepanuu AT
B couetanuu ¢ XbBII kpajiHe BakeH IepCOHaNM3MPOBAHHBIN
IIOAXOJ ¥ BBIOOP TAKTUKY BefleHUA MYIbTUANCIUIIIVHAPHON
KOMaH/IOif C aKTMBHBIM B 9TOT ITPOIeCC CaMUX MaIleHTOB.
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