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PE3IOME

Bropuunast aprepuanpHas TUNEpTeH3Us 00NagaeT BBICOKOH TE€TEPOTeHHOCTHIO TPUYHH,
YTOYHEHHUE €€ ATHOJIOTUW TIPEACTaBIseT cOOOM KIFOYEBOM 3Tam B MpOIEcce AMarHOCTUKH
H JICUCHUA. HpaBl/IﬂbHOC OIIPCACJICHUC IMPUYNHBI TUIICPTCH3UN HAIIPAMYIO BJIMACT Ha BbI60p
TepaHeBTquCKOﬁ TAKTUKH U MOXKET CYIIECTBCHHO U3MCHUTD ITPOrHO3 JJId IMalluCHTA. B paae
ciy4aeB Jjisi O0Jiee TOYHOTO BBISBICHHUS STHOJOTHYECKOTO (pakTopa MOXKET TOTpeOoBaThCS
MOJIEKYJISIpPHO-TeHETHYeCcKoe uccienoBanue. OMHOW W3 PEIKUX, HO 3HAYUMBIX IPHYUH
BTOPUYHON apTepuaIbHOM TUNEPTECH3UH SIBISETCS ICEBIOTUIIOATBAOCTEPOHU3M, KOTOPBIN
MOXCT OCTaBaTbCd HCEAMATHOCTUPOBAHHLBIM B TCUYCHUC MJIIMUTCIBHOTO BPEMCHU WU OBITH
OIMOOYHO WHTEPIPETUPOBAHHBIM KaK TMEpBUYHAS TUNEpTeH3us. B maHHON cTarhe
MPEICTaBJIEH KIMHUYECKUM cllydyaid mauueHTku 16 jeT ¢ ncepgorunoanpaocteponusmom IE
TUTA, UCTOPUS KOTOPOH TOAYEPKUBAECT BaKHOCTHh JuDepeHnanbHol TUArHOCTHKU TIPH
BBISIBIICHUU ATHOJIOTUU apTEpUAbHON THIEPTEH3UH B JETCKOM M MOAPOCTKOBOM BO3pacTe.
B crarnse npeaACTaBJICHBI OCHOBHBLIC KIIMHUYCCKUEC TIPOABICHUA 3360J’IeBaHI/IH, JaHHBbIC
1ab0paTOPHOTO, MHCTPYMEHTAIBHOTO, MOJIEKYIIIPHO-TEHETHYECKOTO HCCIIEIOBAHNH, KOTOPBIE
CIOCOOCTBOBAIM YCTAHOBIICHUIO JIMArHO3a U ONITUMU3AINH JICUSHHS B JAHHOM CITydae.

KaroueBrble ciioBa: apTepuajibHad rUnepTeH3usA, runnepajibaJ0CTCPOHU3M, KYJUIMH, IICEBAOT -
MOANBA0CTEPOHN3M, THA3UHBIE uypeTukn, CUL3
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ABSTRACT

Secondary arterial hypertension is characterized by a diverse range of etiological factors, mak-
ing the clarification of its underlying causes a fundamental aspect of both diagnosis and treat-
ment. Accurate identification of the etiology of hypertension directly influences therapeutic
strategies and has significant implications for patient prognosis. In certain instances, molecular
genetic testing may be necessary to pinpoint the specific etiological factor with greater preci-
sion. Among the rare but noteworthy causes of secondary arterial hypertension is pseudohypo-
aldosteronism, which can often remain undiagnosed for prolonged periods or be misclassified
as primary hypertension. This article presents the clinical case of a 15-year-old female patient
diagnosed with type IIE pseudohypoaldosteronism, emphasizing the critical role of differen-
tial diagnosis in managing arterial hypertension in pediatric and adolescent populations. We
will explore the principal clinical manifestations of the condition, as well as the laboratory,
instrumental, and molecular genetic findings that facilitated the accurate diagnosis and optimi-
zation of treatment for this patient.

Key words: arterial hypertension, Cullin, CUL3, hyperaldosteronism, pseudohypoaldostero-
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Cnncok cokpamenmii: AI' — aprepuanbHas I'u-
neptensus, AJ] — aprepuansnoe nasnenne, 3CJIK —
3aJiHss CTEHKa JeBoro xenynouka, UMT — uHaekc
macchl Tena, MOKIT — mexoxenyaoukoBast neperopo-
ka, MK — murtpanpasiii kinanad, MCKT — mynsTH-
cnupajbHas KoMIbloTepHasi Tomorpagusi, PAAC —
pEHUH-aHTHOTEH3UH-aJIbI0CTEPOHOBAS cucTema,
TK — tpukycnunansubeiii knanan, ®B JIXK — ¢pax-
nusl BEIOpoca JeBoro xkemynouka, ®JD-5 — docdo-
nuacTepasa S-ro Tumna, 9xoKIT — sxokapauorpadus,
NCC — NaCl-korpancnoptep, WNK4 — 6e3nusuno-
Basi MPOTEeMHKNHA3a 4.

BBEOEHUE

IIceBgorunoansgocreponusm IIE tuna — pen-
Kasi TeHeTH4eckas (opma apTepuaIbHOW THIIEPTEH-
3un  (AI), xapakTepm3yromascs THIEPKaJTueMUCH,
TUTIEPXJIOPEMHYECKIM METa0OINYECKUM aIliI030M,
HOpPMAaJIbHBIM WJIM TOBBIIIIEHHBIM COJICPKaHUEM aJlb-
JIOCTEpOHA U HU3KOW aKTUBHOCTHIO pEHUHA.

B MupoBoil HayuyHOH JIMTEpaType OMUCAHO OKOJIO
200 cemeit ¢ mceBmOTHIOANBIOCTEpOHI3MOM 11 THTIA,
W3 HUX TOJBKO 44 citydass UMeIN BapUaHT, CBA3AHHBIN
c matosiorueit B rene CUL3 [1]. TlceBporumnoansaocte-
pouusMm IIE tuna, Bei3BaHHBIN MyTarueit rena CUL3,
XapakTepu3yeTcs Hauboyiee arpecCHBHBIM TEUCHUEM
B CPaBHEHWHU C TICEBJOTHUIOAIBIOCTEPOHU3MOM, BHI-
3BaHHBIM JIDyTHMH T'€HETUYECKUMU BapUaHTaMHU, TIPU
sToM BapuaHThl B reHe CUL3 B ocHOBHOM Habmrona-
suck de novo [2].

Cullin-3 sBisIeTCS MPOAYKTOM DKCIIPECCHH TEHA
CUL3 u, B KayecTBE IUTraHa, IOBCEMECTHO SKCIIPECCHU-
pyeTcs, BEICTYIasl KJIFOUEBBIM KOMIIOHEHTOM KOMITJICK-
COB JINTa3bl, YYACTBYIOIINX B YOMKBUTHHHUPOBAHUU
Ipyrux 0enkoB. Pe3ynsraroM MHAKTHBHUPYIOMIEH MY-
Talll{ JJAHHOTO T'eHa SBIISICTCS MTOBBIIIICHHOE HAKOTLIe-
HHE TPOMEKYTOUHBIX CyOCTpaTOB, UTO CYIIECTBEHHO
HapyliaeT HOPMaJIbHBIC (PU3UOJIOTUICCKUE ITPOIIECCHI.
B HedpoHe 3TH MeXaHU3MbI TPUBOIST K HAKOTLIICHHIO
Oesnm3uHOBOM TpoTenHKkmHa3bl 4 (WNK4), cyocTpaTa
koMmiuiekca urazel CUL3. WNK4 runepaktusupyer
NaCl-korpancmoprep (NCC) nocpenctsom docopu-
JUPOBAHUS, YTO IPUBOANUT K yBEIMUYCHHIO peadbcopo-
MY MOHOB HATPHUS B JUCTAJIHHOM U3BHUTOM KaHAJIBIIE,
YTO, B CBOIO OYepe/b, CIOCOOCTBYET Pa3BUTHIO apTe-
pHUaTHHON THIIEPTOHIH, 2 TAKKE BIIMSECT Ha SKCKPEIIUTO
HOHOB KaJlvs, YTO MIPUBOJUT K THIepKaineMuu. B co-
CYIHUCTOH cucTeMe 00pa3oBaHUE KaTaJIUTUYECKH He-
AKTHBHBIX JINTa3HBIX KOMILIEKCOB ¢ ydactuem CUL3
BBI3bIBaeT HakorieHne cybctpatoB RhoA u docdo-
nuacTepassl S-ro Tuna (GJID-5). YeenuueHue curnana
RhoA/ROCK kuHa3bl yCUIHBAaeT Ba30KOHCTPHKIIHUIO,
B TO Bpems Kak yBenmdeHune ®J13-5 camxaer 6nomno-

CTYIHOCTh IUKJIMYECKOr0 T'yaHO3WHMOHO(oc]ara,
YTO TIPUBOJUT K CHUIKCHUIO Ba30J(UJIATAI[UU U TIOBBI-
HICHUIO apTepHabHOl kecTkocTH. CoueTaHUe ITHUX
s¢dexToB nexuT B ocHOoBe (popmupoBaHus Al mpu
nceporunepanpaocreponnsme [1]. Takum obpazom,
naTorenable BapuaHThl B reHe CUL3, BwI3BIBaromne
CEeMEMHYI0 THUTEPKATUEeMHYECKYI0 THIIEPTEH3NI0, Ha-
PYLIAIOT Peryisiuuio U (yHKIUIO aKTHUBHOCTH yOUK-
BUTHUHIIUTA3HI [3, 4].

W3-3a moBceMecTHOW IKCIpeccud MyTaHTHBIN Oe-
JIOK MOKET OKa3bIBaTh CBOE BIMSHUE U 3a TpeesiaMu
CePAECYHO-COCYIUCTON CUCTEMBI, YTO SIBISETCS NPH-
YUHOW pa3HooOpasus ¢eHoTHUIIOB 3aboseBaHus. Tak,
B Koropte u3 35 uenosek Oonee yem y 90 % Habmrona-
Jach 3a/IepKKa O0IIEero pa3BUTHS, 3aACPIKKa PA3BUTHSI
pEuu U SI3bIKa, TUCMOP(PHUECKUE YSPThI JTHIIA (BBICOKHH
7100, ITMHHOE JTUI0 U Jp.), JIETKasl WIIM TsOKeJlast CTe-
NEHb YMCTBEHHOH OTCTAJIOCTH, y 55 % — aHOManuu
KOHEYHOCTEH (IBYCTOPOHHSISI KJIMHOJAKTUIIUS TS TOrO
naJjblia, TUTIONJIa3usl TeHapa, O/IHa JIaJOHHAs CKJIAJIKa,
KOHTPAaKTypa I'OJICHOCTOIIHOT'O CyCTaBa/CTOIIbI, HOIast
CTOIIa, KO’KHAsl CHHIAKTUIINS BTOPOTO/TPETHETO Majlb-
LEB CTOIIbI, BaJbrycHas AedopManns O0JIbLIOTO Majlb-
11a CTOIIBI U T. 11.), ¥ 38 % — paccTpoiicTBa ayTUCTHYE-
ckoro crekTpa. [JonomauTtensHo y 57 % oTMedanuch
MIPU3HAKH JUCTpaduu, MeIICHHOH 00paboTKu HHPOP-
Mali¥ 1 HapyIIEeHHUS TPOCTPAHCTBEHHOTO MBIIIIJICHHUS,
BO30YKJICHHSI, arPeCCUBHOCTH, CHHApPOMA JIeHUIINTA
BHUMaHHS U THIIEPAKTUBHOCTH, & TaKkKe 00CECCHB-
HO-KOMITYJIBCHBHOTO paccTpoiicTBa [5]. Coobmanock
0 HECKOJBKMX TIPyNNax MalUeHTOB C BPOXKICHHBI-
MU NOpoKaMu cepana [6]. Y HeCKoJbKHX MallEeHTOB
OBUTH OTMEYEHBI aHOMaJIbHBIC (yTONILEHHBIE) PYOLIbI,
3aMeJIEHHOE 3)KUBIICHUE PaH U JIerKoe 00pa3oBaHue
CHUHSKOB, KOJKHAsI TUCXpOMHUS [5].

['unepreHsus npu NCEBAOTUIIOATBAOCTEPOHU3ME,
KaK TpaBujo, peppakTepHa K aHTUTHICPTCH3UBHOM
Tepanuu, IpH STOM JICUCHHE THA3UHBIMH JTUYPETHU-
KaMH{ yCTpaHSEeT HapyLIEHUs JIEKTPOJUTHOIO OaslaH-
ca M CHIDKaeT aprepuaibHoe nasienue (A/l) y nanHoi
KaTeropuu mauueHToB [7]. TuasuaHble TUYPETUKH,
KOTOpbIE JCUCTBYIOT MyTeM OJIOKUPOBAHUS TPaHCIIO-
kanuu MoHOB 4epe3 NCC, HampsaMylo YCTPaHSIOT
JIEKTPOJIUTHBIC HApPYIICHUS] U CHIDKAIOT [aBJICHUE
y MalKMeHTOB C NCEBIOTHIIOANbI0CTEPOHIU3MOM, Tpe-
JOCTaBJISIsl JOMOJHUTENBHBIE J0KA3aTelbCTBA POJIH
NCC mpu sTom 3a6oneBanni [3].

TakuMm o00pa3oM, KOppeKTHAs HASHTUDUKAIIH
STHOJIOTMHM BTOPUYHOM apTepUaIbHOW T'MIIEPTECH3UH
MO3BOJISIET pa3pabaTeiBaTh Oojiee IIeJeHANpaBIICH-
Hble U 3(QeKTUBHBIE METOABI TEPAIUH, YTO, B CBOIO
o4epellb, MOXKET YIYYIIUTh KIMHUYECKHE PE3yJIbTaThl
Y [IOBBICUTh Kau€CTBO KU3HH IIALIMEHTOB, 00eCIIeunBast
OoJiee MHAMBUAYAIN3UPOBAHHBIN TOIXO] K JICUCHUIO.

‘ Tom 4 ‘ N2 6 ‘ 2024‘

533



OMMNCAHUE KJTMHUYECKOI'O CJTYYAA

Jesouka 15 net nocrynuna B ®I'bBY «HMUIL] nm.
B. A. AnmaszoBa» Munszapasa Poccun ¢ momo3peHu-
€M Ha THnepTpodUUecKyl0 KapAHOMUONATHIO B CBS-
3 ¢ OOHapy>XeHHOW Ha IuTaHOBOW (rooporpadun
kapauomeranueid. [lo maHHBIM 3XOKapaHOrpaduu
(Ox0KT'), TommmHa MEXKENyT0UKOBOH MEepPeropoiku
(MXII) 14 MM (Z-score +3,89), 3aiHEl CTEHKH JIEBOTO
xemynouka (3CJIK) 11 mm (Z-score +2,41), dpaxius
BbIOpoca neBoro xenynouka (OB JIK) 62 %, na mu-
TpansHOM Kianane (MK) MuHHMManbHas NmpukJianaH-
Hasi perypruTanus, Ha TPUKYCIHJAIBHOM KIaraHe
(TK) perypruramnus OT MUHIMaJIbHOW MTPHUKJIATTAHHON
no 1 crenenwu (puc. 1).

JanHble ocMoTpa: GU3MYECKOe pa3BUTHE CPEAHEE,
rapmonudHoe (poct 156 cum (-1 SDS), macca tena 54 xr,
nujekc maccol tena (MMT) 22,2 kr/m? (+1 SDS). Kox-
HbIE€ MOKPOBBI HMKHUX KOHEYHOCTEH IHUCXPOMHUYHBI,
C MPaMOPHBIM PHCYHKOM, CKJIOHHBI K 00pa30BaHUIO
KEJIOMIHBIX PyOLIOB U MEJJICHHOMY 32)KMBJICHHUIO PaH.
OTMevanuch aHOMaJIMH PHKYCa — JIHACTEMA, TPEMBI.
Co CTOPOHBI CKEJIETHO-MBILIEYHON CUCTEMBI: CKOJINO3
MI03BOHOYHHMKA, 00IIasi CKeJeTHasi AUCIIACTUYHOCTD,
MHuoIHs, 100aBoUHbIe melHbIe pedpa C7.

[Ipy mepBUYHOM H3MEPEHUH YacTOTa CEPACYHBIX
cokpamennii (UCC) 88 ym. B muH., AJl Ha pykax:
140/100 mMm pT. cT. — 160/100 MM pT. cT., A/l Ha HO-
rax: 170/100 mm pt. cT. ToHBI cepaua sICHbIC, YCUIIe-
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Hue 1 ToHa Haja aopTOi, MATKUH CUCTOINYECKUH IIyM
Ha BepXyIIKe cep/ua.

[NanuenTka K OOLICHUIO OTKPBITA, CIOBOOXOTIIH-
Ba, oOpamraer Ha ce0s BHUMaHHWE OTCYTCTBHE CTEC-
HEHMSI IIPU OCMOTPE, YMEPEHHAasl TMIEPAKTHUBHOCTD,
nHpaHTHIBHOCTE. OOyuaeTcst B 001eo0pa3oBaTeb-
HOM IIKOJIE, CO IIKOJIBHOM MpOrpaMMON CIpaBiisieTCs
C TPYyZIOM, OCHOBHOI TOCYAapCTBEHHBIN dK3aMeH c/1a-
Jla HEYAOBJIETBOPUTENbHO. [lo pesynbpraTamM KOHCYIb-
TallUM HEWPOIICHUXOJIOTa MOTYUYEHBl JaHHBIE 3a JIETKOE
KOTHUTUBHOE CHU)KEHUE IO THUIY CHI)KEHUS YpPOBHS
000011eHN S, HU3KUH yPOBEHB CIIyXOpPEUeBOil MaMsTH,
OYEeHb HU3KUH yPOBEHb KOHLIEHTPALUN BHUMAHU.

AKTHUBHBIX %aJ100 He npeabsasiseT. [Ipu mogpoOHOM
paccrnpoce yka3bplBaeT Ha OABIIIKY IPH WHTEHCUBHBIX
(u3nUecKkux Harpys3kax IpHU cliaue CIOPTHBHBIX HOP-
MaTHBOB Ha ypoKax (pU3M4eCcKOr KyIbTYpHI B IIKOJIE.

CeMeiiHbIIl aHaMHE3 OTATOIIEH 0 ApTEepUaAIbHOMN
TUIEPTEH3UH — Yy JABOIOPOIHOr0 Opara MalUeHTKH
mo marepunckod guHuu Al ¢ 12 ;et, B Hacrosiee
BpeMsI TIOTy4YaeT MeITMKaMEHTO3HYIO Tepamuio.

TTo manHBIM CyTOYHOTO MOHUTOPUpPOBaHUS A/l BbI-
SBJICHA CUCTOJIO-AuacTonnueckas Al' ¢ MakcuMallbHbI-
mu 3HadeHusMu 110 180/106 MM pt. cT. beuto mpose-
JIEHO 00ciIeI0BaHNE JUTSI IOMCKA MTPUYHH pa3BuTHst Al

bour  wckmiodeH TOYEeYHBIH  (PEHOBACKYISAPHBIN
1 pEHOITapeHXUMAaTO3HbIN ) TeHe3 Al 1o JaHHBIM MYJTh-
TUCTIMPAJIbHON KommbloTepHoi ToMorpadun (MCKT)
C KOHTPACTHBIM ycuJeHHeM. VCKiIroueHsl Kapauo-

Puc. 1. 3xokapguorpadumsa po Havasa ne4yeHus

Figure 1. Echocardiography before treatment
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BackyisipHable npuuuHbl Al' o ganaeiM MCKT anru-
orpa¢un aoptsl. [To pesynsraram MCKT Hagnoueunu-
KOB C KOHTPAaCTHBIM YCHJICHHEM — 0€3 MaToJIO0Tuu.

ITo pesynmbraTam m1abopaTOpHOTO OOCIECTOBAHUS:
THpEeOUHbIN craryc — oyTtupeo3 (TTI — 2,764
MME/n (0,350—4,940), T4 c¢B. — 12,7 mmomns/n (9,0—
19,0)); peHUH-aHTHOTEH3MH-aJIbI0CTEPOHOBASI CUCTE-
ma (PAAC) — oTmedaeTcsi 3HAUMMOE MOBBIIICHUE
YPOBHS allbJOCTEPOHA, AJIBIOCTEPOH/PEHNHOBOTO CO-
OTHOIIEHUSI ¢ HHU3KOpPE(PEPEHTHHIM yPOBHEM pEHUHA
U HOpMOKalueMuen (anpaoctepon — 779,76 nr/mn
(13,37-233,55), peann — 3,03 nr/ma (2,14—61,83), anb-
JIOCTEPOH/pPEHNHOBOE cooTHOIeHne — 257,35 (0,52—
37,83), K— 5,20 mmonb/m (3,50-5,50)).

B cooTBeTcTBUM ¢ KIMHUYECKHUMH PEKOMEH]Ia-
LUSIMH, OBUTH ONpeAeIICHBI MOKa3aHus JJIsl IpoBee-
HMS TIOATBEPXKJAIOUIEr0 TECTA C BOJHOM Harpys3Kou,
M0 pe3yjpTaTaM KOTOPOTO TMOCTHH(Y3HOHHBIH ypO-
BEHb aJBJOCTEPOHA HE CYyNPECCUPOBAH M COCTABHLI
73,32 nr/ma (7,3 wr/an, win 204,4 nmons/n). [8]. Ta-
KM 00pa3oM, MOATBEPXKAEH AMAaTHO3 «IIEPBUYHBIN
TUIIEPATIBJOCTEPOHU3M.

Jns MCKITIOueHHs TITFOKOKOPTHKOUI-TTOAABIISIEMOTO
MIEPBUYHOTO THUIEPATBIOCTEPOHN3MA TTAIUSHTKE OBLI
IIPOBEJICH HOYHOM MOMABIISIOLINNA TECT ¢ 1 MI JeKkcame-
Ta3oHa. B pe3ynprare ypoBenb koptuzoia coctaui 0,0
aMone/ (101,2-535,7 HMOMB/T), YPOBEHB aIbI0CTEPO-
Ha — 175,35 nir/mi1 (He cymnpeccupoBaH), 9TO HCKITFOUH-
JIO JaHHBIN TeHEe3 NEPBUYHOTO TUIEPaTbI0CTEPOHU3MA.

YunuTeiBass MNOATBEP)KJIEHHYIO aBTOHOMHYIO ce-
KpPELHIO aJbJ0CTEepPOHa, Pa3BUTHE apTEepPHAIbHON TH-
MEPTeH3UH B MOJIOJIOM BO3pacTe, HACIEACTBEHHBIN
aHaAMHE3, MalMeHTKE MPOBEICHO MOJICKYJISPHO-TEeHe-

THYECKOe 00CIIeIOBAHME JIJISl HCKIIIOUCHHUST CEMEHHBIX
¢dopM TepBUYHOrO THUNepantbIocTepoHu3ma. o mo-
Jy49EeHUs PE3yJIFTaTOB I'€HETHYECKOTO O0CIIeOBAaHUS
nanueHTKe OblIa Ha3HAYeHa Tepanus KOHKYPEHTHBIM
AQHTAarOHHCTOM AJIBJOCTEPOHA — CIHPOHOJAKTOHOM
B J103e 12,5 Mr/cyT ¢ mocneaytomiel Tutparueit 10 25
Mr/cyT. Beinrcana B ¢TaOUILHOM COCTOSIHUH I0J] Ha-
OJfoZIeHNe TI0 MECTY JKHTeNbCcTBa. B mociemyromeM,
yepes MmoJITopa Mecsia, Ha aMOyIaTOPHOM ITPUEME OT-
MeydaeTcs OTUYETIUBBIN TpeHa cHuxkeHus A/Jl, ¢ uenpto
JOCTHIKCHU A LICJICBbIX 3HAYCHU U n03a CIIMPOHOJIAKTO-
Ha ObLTa yBeu4ueHa 10 37,5 Mr/cyT, a eie yepe3 3 Me-
csma — 1o 50 mMr/cyT.

B pesynbrare MoneKkynspHO-TeHeTHIEeCKOro o0cIe-
noBanusi B reHe CUL3 B 9 9k30HE oOHapyXeH paHee
HE ONMCAaHHBIM B JUTEpPAType NAaTOrCHHBbII BapUaHT
(HG38, chr2:224503722A>T, ¢.1307T>A) B rerepo3u-
TOTHOM COCTOSTHUU. [ €Tepo3UTroTHBIE MyTalluH B TEHE
OINHKCaHbl NPU 3aJePKKE Pa3BUTHUS C ayTU3MOM HIIH
0e3 Hero, WIM ¢ CyAOpOraMu M HpH TCEBIOTUIIOAIb-
nocteponusme IIE tuna ¢ ayToCcOMHO-JOMHUHAHTHBIM
THATIOM HacienoBanus. [IpoBenreHHOE BIIOCIIEICTBHH
reHeTUYeCcKoe 00cIeIoBaHUe MaTePU M OTIIA AI[UCHT-
KM HE BBISIBUJIO MATOreHHBIX MyTanui B rene CUL3,
YTO YKa3bIBA€T Ha BO3HHWKHOBCHUEC I[aHHOﬁ MyTauuun
de novo. Takum 00pa3om, Ha OCHOBAaHWHM KOMIIJIEKCA
JMAHHBIX KJIMHUYECKOTO (EHOTHUIa W TEHETHYECKO-
ro oOcnenoBanusl ObLT MOATBEPKICH JUATHO3 IICEB-
Jorunepanbgocreponnsma. K MOMEHTY NOJIydeHus
PE3yJIBTaTOB TEHETUYECKOTO0 TECTHPOBAHUS TEparnus
CIIUPOHOJIAKTOHOM TIPOIOIDKANIACh YXKe 6 MecsIeB.
OTMedeHa TONOXKHUTENbHAS IUHAMUKA CO CTOPOHBI
CepACYHO-COCYUCTON cucTeMbl: o AaHHBIM DXoKI

Puc. 2. 9xokappguorpadusa 4epes ropg nocrsie Havasia ne4yeHus

Figure 2. Echocardiography one year after the start of treatment
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WCCIIEZIOBaHMS, YMEHBIIUJIACh TOJNIIMHA MHOKapaa
MIXIT — ot 8,4 (Z-score +0,51) no 12,2 mm (Z-score
+3,01), 3CJIDK — ot 10 (Z-score +1,5) mo 11 mm
(Z-score +2,03). C y4eTOoM KJIMHHYECKOTO AMArHO3a
OBIJIO MPUHSATO pelIeHHe NMPUCOCAUHUTH K Tepanmuu
AT rumoTuasuj, He OTMEHsIS TIPU ITOM CITUPOHOJIAK-
ToH. KoMOMHMpOBaHHAsT Tepanus — CHUPOHOJAKTOH
25 Mr W runotuasua 12,5 Mr — BbI3Bajia 3HAYUMOE
cHIKkeHue cpeaHero AJl 3a cyTku, TeM HE MEHee, CO-
XpaHsich 313016l nossimeHust CAJl no 130 MM pT.
CT., B CBSI3H C Y€M CITYCTS 3 MecsIia J03a THIIOTHA3H-
na Obuta yBenuuena o 25 mr/cyT. Ha ¢one mpuema
JAHHOM Teparuu yIajoch JJOCTHYb MOJTHOTO perpecca
runepTpodun MUOKapma JieBoro kemymouka: MOXKII
7,5 mm (Z-score -0,09), 3CJIXK 8,1 mMm (Z-score +0,48)
(puc. 2). Ha pucynke 3 n300paeH rpaguk H3MEHEHHU S
AJl Ha poHE KOppEKIIMH Tepanuy B JUHAMUKE.

OBCYXAEHUE

B nmanHOM cnydae OKOHUYATENbHBIA AMATHO3 OBLI
MOCTAaBJICH CITyCTsl 7 MECAIEB Mocie Havyaya o0cieno-
BaHus. KilroueByo poib ChIIpaiu pe3yibraThl F€HETU-
YECKOro TECTUPOBAHUS U OOHapyXEHUE MaTOJOruye-
ckoro BapuaHTa B rene CUL3.

CornacHo nuTeparype /Ajisl TCEBAOTMIOAIbI0-
CTEepOHM3Ma, BhI3BaHHOTO MyTanmed B rene CUL3,
XapakTepHa (eHOoTHNHUYecKas Tpuala — THUIEPTO-
HUsI, TUTIEPKATUEeMHs] 1 MeTa0oIn4YecKuid anuao3 [1].
B nanHOM ciywae 3a0oieBaHuE MPOTEKAJO B BHJE
AT ¢ runepanbIoCTepOHU3MOM, HU3KOpe(epeHTHBIM
PEHMHOM, HOPMOKaJIMEMHEH M YMEPEHHBIM KOMIICH-
CHUPOBAHHBIM THIIEPXJIOPEMHUECKUM anuao3oM. Oco-
OCHHOCTH HEHPONCHXUYECKOTO Pa3BUTHS, aHOMAIHH
MpUKyca, CKeJeTa, JUCXPOMUS KOXKH, BEpOSITHO, CBSI-
3aHbI C BBISIBJICHHOW MyTalue.

130,008 2023 S

Iz%:!a‘ POHONAKTOH 25 Mr

a0z
Cnupononanton 50 mr

09.2023

Crmpononaxron 37,5 mr
110,0 i !

CpepgHee ALl
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JleBouke OB Ha3HAUCH TUMOTHA3H, dPPEKTUB-
HOCTBh KOTOPOTO JI0Ka3aHa U 00OCHOBaHA y MAI[IEHTOB
¢ ncepporunoansaocreponusmom IIE tumna. Kenae-
MBI KIMHUYECKUH 3(pPeKT OblT TOCTUTHYT, HA YTO
ykasbiBaeT nuHamuka AJl u OxoKI. Ilpornos 6naro-
HNPUATHBIM.

3AKJTIOYEHUE

JlaHHBIM KIWHUYECKUH TpUMEP JAEMOHCTPHUPY-
eT ciaydail BTopuuHOM Al' B IOHOIIECKOM BO3pacTe,
MpHUBE/IIEH K Pa3BUTHIO BBIPAKEHHON THIIEPTPOPHUH
MHOKap/a U kapauomeraiuu. [IpeactaBieHHbIA KIIH-
HUYECKUH cly4yall MHTEPECEH TeM, UTO NMpUuuuHor Al
3/1eCh CTaJI IICEBIOTUIIOATBI0CTEPOHU3M, BbI3BAaHHBIN
panee He onrcanHoi de novo myTanuei B rene CUL3
y MaIUEHTKH CO CKYJHOM B 11€JIOM KJIMHUYECKON CUM-
nroMaruko. [lepextHorit 6enok KynianH-3 BeI3bIBaeT
HapyLIEHHs HE TOJIBKO B IIPOLIECCE PETYIISIIIUN TOHYCA
COCYZIOB, HO U UTPaeT posib B Pa3BUTHU THIEpKAINE-
MUH, KOCTHBIX M COCAMHUTEIHHOTKAHHBIX aHOMAJINH,
HApYILIEHUN TCUXUYECKOrO0 Pa3BUTHS, PaCCTPOIMCTB
ayTuctudeckoro cnekrpa. Heobxomumo momuep-
KHYTb Ba)XHOCTB PETYJISIpHOTO KOHTpois A/l y nereit
U TOJPOCTKOB BHE 3aBUCHMOCTH OT CYOBEKTHBHBIX
MPOSIBIIGHUN W CAMOYYBCTBUS, a MPU BBISIBICHUH ap-
TepUaJIbHON THIIEPTEH3NH — TIpOoBeaeHUs nuddepeH-
LUAJIbHOM AMArHOCTUKH JJIS YCTAHOBJICHUS BTOPHY-
HBIX NPUYUH pa3BuTud Al, BKIIOYash Te€HETHUYECKHE
TECThI TIPU HEOUEBUIHOM JHATrHO3€, JJIsI Ha3HAUYCHUS
MMaTOr€HEeTUYECKON Teparuu.
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Puc. 3. AluHaMnKa 3Ha4YeHU apTepuasibHOro gaBsieHusa Ha ¢oHe NPOBOAUMOrO JieHeHuUs

Figure 3. Dynamics of blood pressure values against the background of ongoing

treatment
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