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PEDEPAT

AnpeHonerikoanctpodusa (AS11) — Hanbonee 4acTo BCTpevaloLeecs NepokcMcoMHoe 3abonesaHne ¢ X-CUensieHHbIM peLec-
CUBHbLIM TUMOM HacnefoBaHus, Bbl3BaHHOEe MyTauuen B reHe ABCD 1, nokanmayiowmmes B Xq28 xpoMocome. XapakTepHom
ocobeHHocTho AJ1/1, iBNSIeTCS OTCYTCTBME KOPPENALMN MEXAY FEHOTUMNOM U peHoTUNnoM. B 3aBucrMocTn oT BpemeHn aebio-
Ta, OCHOBHbIX MPOSIBAEHMUI, CKOPOCTM HApacTaHWs CUMATOMATUKM BblAENSIOT 6 OCHOBHbIX hOopM 3ab0neBaHus, HO Hanbonee
4acTo BCcTpevawlencs asnsetcsa agpeHomuenoHenponatusa (AMH). Mpu TwatensHom obcnegoBaHum nauyeHTos ¢ AMH B
OONbLUMHCTBE Cy4aeB MOXHO BbISIBUTb YPOJIOTMYECKYIO NaTOsIorMio, NPOSIBASIOLLYIOCS MMNepakTUBHLIM MOYEBbLIM My3bipeM
y 0601X MONOB U TMMOroHaAM3MOM Y MY>XUMH, KOTOPbIE CKPbIBAIOTCS 32 APYroli MHOrOYMCEHHOW HEBPOJIOTMYECKOW CUMMTO-
MaTMKOW 1 4aCTO OCTaIOTCS HEAMArHOCTUPOBAHHBIMW. Ha CerogHsALWHMIA AeHb Masno paboT, NOCBSALLEHHbIX Pa3bopy 0CO6EHHO-
CTel natoreHesa, KIIMHNYEeCKOro TeYEHWS, ANArHOCTUKM 1 NeveHnsa gaHHom natonoruv npu AJ14,. B naHHOM cTaTbe Mbl NpoBe-
51 0630P COBPEMEHHbIX INTEPATYPHbIX AAaHHbIX MO HEMPOreHHOM ANCHYHKLMM MOYEBOrO My3bIPst M TMNoroHaanama npv AMH.
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ABSTRACT

Adrenoleukodystrophy (ALD) is the most common peroxisomal disease of X-linked recessive inheritance caused by a mutation
in the ABCD 1 gene located on chromosome Xg28. A characteristic feature of ALD is the lack of correlation between genotype
and phenotype. Depending on the time of onset, the main manifestations, and the rate of symptom progression, there are 6
main forms of the disease, but the most common is adrenomyeloneuropathy (AMN). When carefully examining patients with
AMI, in most cases it is possible to identify urological pathology manifested by overactive bladder in both sexes and hypogo-
nadism in men, which are hidden behind other numerous neurological symptoms and often remain undiagnosed. To date,
there are few works devoted to the peculiarities of pathogenesis, clinical course, diagnosis and treatment of this pathology
in ALD. In this article, we reviewed the current literature data on neurogenic bladder dysfunction and hypogonadism in ALD.

Keywords: adrenoleukodystrophy, adrenomyeloneuropathy, overactive bladder, hypogonadism, review
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Anpenoneiikonuctpodus (AJIJl) — naubomnee va-
CTO BCTpeyarolieecs MEePOKCHCOMHOE 3a0oieBaHue
¢ X-CIICIUICHHBIM PEIIECCHBHBIM THUIIOM HACJIE[0Ba-
HUs, BeI3BaHHOE MyTanue B rene ABCD 1, nokanu-
sytormmMed B Xq28 xpomocome. ['en ABCD 1 Bxutio-
gaeT 10 3K30HOB U KOIHUPYET aIpeHOICHKOAUCTPOhHU-
YECKUM MPOTEHH, OTBEYAIOUIUI 32 TPAHCIIOPT OYEHb
JUTMHHOIICTIOUeUHBIX JKUpHBIX KkucioT (OUIKK)
B mepokcucombl. Ha ceronHsAmHuil NeHb U3BECTHO
Oosiee yeM o Tpex Thicsyax myrtanuii rera ABCDI1
[1]. V3menenus (yHKIUU aJpeHOICHKOAUCTPOPH-
geckoro nporenHa (AJII]) mpuBOmAT K HAKOTUICHHIO
OJIIDKK B TKaHSX M OHMOJOTHUECKHX >KUIKOCTSX,
3aIyCKaroIIeMy pPa3BUTHE JUCTPOOUUYESCKUX TIPO-
neccoB. B mepByro ouepenp mopaxarorcs opraHsl U
TKaHU ¢ HauOoJiee WHTCHCUBHBIM JIMITUIHBIM OOMe-
HOM: HEpPBHAs CHCTEMa, KOpa HAATIOYCYHUKOB, STHIKH,
YTO OIpeJeNsieT KINHNIECKyI0 CHUMITOMATHKYy. [lpn
stoM AJIJl xapakTepusyeTcsi OTCyTCTBUEM KOPPEIsi-
[IUU MEXy TEHOTHIIOM U eHOoTHIIOM [2]. B 3aBuCH-
MOCTH OT BPEMCHH JIe0F0Ta, OCHOBHBIX MPOSIBICHHUIA,
CKOPOCTH HapacTaHUS CHUMIITOMATUKHU BBIICISIOT
6 oCHOBHBIX (opM 3abosieBaHus: 3 1epeOpaIbHbIC
dbopmbl (meTckas, IOHOIIECKAs, B3pocias), aapeHo-
muenoHeponarus (AMH), u3onmupoBanHas HaAMo-
YEUHUKOBAs HEIOCTATOYHOCTh, ACUMITTOMAaTHYECKasl.
AMH sBnsieTcst ofHOM U3 HanboJiee YacTo BCTPEUaro-
uuxcs BapuantoB AJIJ]. Ilpu AMH B nepByio oue-
penb nopaxkaroTcsi 6e710e BeUIeCTBO CIIMHHOTO MO3Ta
1 nepudeprudecKue HEPBBI C PA3BUTHEM MOTOPHBIX
W CEHCOPHBIX paccTpoicTB [3, 4]. Y MmanueHToB mo-
CTETICHHO pa3BUBACTCS CHACTUYECKUH Iaparape3
HOT, 4acTO COYETAIONIMWCA C HapylIeHHeM BHOpa-

[IMOHHOW YyBCTBUTEIIBHOCTH, TATOJIOTHEH CPUHKTE-
pPOB, UMIOTEHLUUEH. Y % MAllMEHTOB pa3BUBACTCS
Ha/IMOYEYHUKOBAsI HEIOCTaTOUHOCTh. LlepebpanbHast
cumnTomaruka npucoenunsercs B 2040 % ciyuaen
(AMH-mo3roBoii/iepeOpaibhblii peHoturn). Y 3Tux
MAIMeHTOB, IOMUMO aTpO(HUU CIIMHHOTO MO3Ta U BO-
BJICYCHHSI KOPTHUKOCITMHAIBHBIX W KOPTUKOIIOHTHH-
HBIX TPaKTOB, TAaKK€ MOTYT OBITH 3aJIelICTBOBaHBI
JIBYCTOPOHHUH TNUPaMUIHBIA TPAKT, 33J(HSAS HOXKKa
BHYTPEHHEH Karcynbl U MOHTOLEpeOeIUIsIpHbIE BO-
nokHa. B 6onee peaxux ciydasx AMH taxoke moxer
OBITH 0€3 BOBJIEUECHHUS TOJIOBHOTO MO3Ta WU B BHIE
M30JIMPOBAaHHOM HAANOYEYHUKOBOM HEIOCTAaTOYHO-
cru [2, 5].

B cBs3u ¢ tem, uro AJIJ] umeer X-CUECIUICHHYIO
Mozeb HacjeJoBaHus, 3a00IeBaHNe Yalle JHarHo-
CTHpyeTCs y MYX4MH. PaHee cunmTanock, 4To *KeH-
IIMHBI-HOCUTENN MYTaIll HE UMEIOT KIMHUYECKHX
TIPOSIBJICHUH 3a00JICBaHUs, OJHAKO Ha CETOMHSTITHII
JIeHb CTaJI0 TMOHSATHO, YTO 3TO MHEHHE OIIUOOYHO.
«Kenckuit» Bapuant AJIJ[ nedicTBUTENBHO walle
uMeeT Ooliee JIerKoe TeYeHHUE 110 CPABHEHUIO C MYXK-
ckoit momynsaueir. Ilpossnenns AMH y sxeHmuH
MOTYT BapbHUpPOBaTh OT HE3HAYMTENBHBIX IO BBIPA-
JKEHHBIX C Pa3BUTHEM TSKEIBIX JIETAJIbHBIX OCIIOXK-
HeHu# [6]. 3a MHOTOYMCIICHHBIMU HEBPOJIOTHYECKU-
MU TIpoOJeMaMH, BBIXOISANIMMH YacTO Ha IEPBBIN
TUIaH, KaK MalueHThl, TaK U Bpaud B MEHbIIEH cTe-
TIeHN 00palaloT BHUMAaHKUE Ha COIMYTCTBYIOLIYIO T1a-
Tosoruto. OcoOeHHO BayKHA OIEHKA YPOJIOTHYECKOTO
cTaryca y MAIleHTOB MPU HAIMYHH «Pa3BEPHYTOI»
dopmel AMH, Britodaromeii couetaHre HEBPOJIO-
TUYECKOM CHMNTOMAaTUKHA U HAJNOYEYHMKOBOW He-
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JIOCTaTOYHOCTH, TIOCKOJIbKY UMEHHO B 3TOH TpyTIe
HanbOoJee 4acToO BBIABISIOTCS YPOJOTHYECKHE acCo-
IMUPOBaHHBIE HAPYIICHUS, B TOM YHCIE, B CTaJuU
Pa3BUTHUS OCIIOKHEHMH, 3HAUNMO CHHXKAIOIIHUX TPO-
JOJKUTEIBHOCTD M Ka4eCTBO JKU3HH MAIUEHTOB [7].
Komrtieke auarHoctudeckux Mep, HalpaBlIeHHBIX Ha
BBISIBJIIGHHE TIATOJIOTHH TTOYEK, MOYEBOTO ITY3bIpS U
TECTUKYJN y nanueHToB ¢ AJIJ] Ha ceroqHsAIHUI JeHb
HE UMeEeT 0COOCHHOCTEW W aHAJOTHYEH CTaH/IapPTHO-
My 00CJIeJOBaHHIO TPHU APYTHX HeWponereHeparus-
HbIX 3a0o0seBanusx [8—10]. [l1aBHO# npobIeMOit sB-
JSIeTCsl UMEHHO OTCYTCTBHUE MPABMIIBHOTO OCHOBHOTO
JMarHo3a, 3HaYMMyI0 pOJb B TIOCTaHOBKE KOTOPOTO
urpatot omnpeaenenue ypoHsa OAIDKK B xposu u
reHeTH4ecKkoe TectupoBaHue. OJHAKO, HECMOTPS
Ha COBPEMEHHBIE JIMArHOCTHUYECKHUE BO3MOYKHOCTH,
AJIJ] Hepeako ocTaeTcsi HEpaclo3HaHHOM, 4TO IMpH-
BOJUT K CYXCHHIO TEPaNeBTUYECKUX BO3MOXKHOCTEH
1 yXy/AIIaeT Ka4eCTBO )KU3HH M UCXO/IbI 3a00JIeBaHNA,
B TOM YHCII€, 33 CUET aCCOIMUPOBAHHBIX YPOIOTHYE-
ckux Hapymenui [9, 11, 12]. CBoeBpeMeHHas aua-
raoctuka AJI/l, ananu3 GeHOTHINYECKUX MPOsBIIC-
HUU U ocoOeHHOCTeH TeueHus AJIJ], a Takke aKTHB-
HBIM TTOMCK acCOLMMPOBAaHHBIX cocTosHUM ¢ AJI/l n
0oOMeH »Toi mHpopMaIuel MeX Iy BpadaMH IIOMOTYT
OCBETHTbH HESICHBIE MOMEHTHI MTATOTEHE3a, YAYUIINTh
JMArHOCTHKY JTAHHOW Oop(aHHOM aToIOTHH, TIPEI0T-
BPaTUTh IPOTPECCUPOBAHNE YPOJIOTHUECKON MaToJI0-
MU U Pa3BUTHE BTOPUYHBIX OCJIOKHEHHH, pa3zpado-
TaTh HOBBIE TAKTUKH BEACHUS, YAYUIIUTh KayecTBO
JKU3HU, CHU3UTH BEPOSTHOCTh WHBAIHMIU3AIINH U Jie-
TaJHHOCTH MAINEHTOB.

HeiiporeHnblii MoueBOii My3bIPb

Ha nepsrii mnan npu AMH uarne Bcero BelcTymna-
€T HeBpOJIOTHYecKasi CUMITTOMAaTHKa, MPOSBIISIOIIas-
cs1 runeppeduiekcueii, HapylIeHneM 4yBCTBa BUOpa-
LIMH, CIIACTUYECKNM maparape3oM. [IpusHaku Hemo-
CTaTOYHOW (PYHKIIMU HAIIIOYEYHUKOB OECIIOKOAT I1a-
[MEHTa B CTa/INU JICKOMIICHCAIINH, OJHAKO, ITOCIIE e
yCTpaHEHUsI TIPU MPaBUIBHOM MOJ00pe Teparuy Ia-
LUEHTHl HE UCTBITHIBAIOT 3HAYUMOr0 JucKomdopra.
VYponoruyeckre MpOSBICHUS MPHUCOENNHSACTCS T03-
ke W Ha (DOHE OCHOBHBIX HEBPOJIOTHYCCKUX XKAI00
MEHbIIIe oOpamarT Ha ceOs BHUManue [4, 11, 12].
Panee cunrany, 4To B cBsi3u ¢ X-CIETUIEHHBIM XapaK-
TEpOM HacjeqoBaHHus (PECHOTUITUYECKUE MPOSBICHUS
00JIe3HN XapaKTepHbI JHLIb s My>kuuH. OHaKo B
HaCTOSIIIee BpeMs YCTAHOBJICHO, YTO Y KEHITUH—HO-
CUTENIel MyTally TaKKe MOTYT OBITh KIMHUYECKHE
npuzHaku AJIJ] pa3iMuyHON CTENEeHU BhIPAKEHHOCTH
[6]. ¥ oOomx mOJOB, MIOMHMO 3HAYHMOTO HEBPOIIO-
THYECKOTO Je(HIUTa M MPU3HAKOB HaAMOYEUHUKO-
BOIl HEIOCTAaTOYHOCTH, TAKKE MOTYT pPa3BUBATHCS
YpOJIOTUYECKHE OCJIOKHEHMS. B CBsI3u ¢ HU3KOMI
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OCBEJJOMJIEHHOCTBIO MEAUILIMHCKOIO IIEPCOHANIa O CY-
IIECTBOBAHUU «XkKeHCKoi» AJIJ] 3aboieBanue yarie,
YeM y MYKYMH, OIIMOOYHO IHArHOCTHUPYETCS Kak
paccesiHHbIM CKJIEpO3 WM JIpyras HEBpOJIOrMUecKas
narosiorus [13]. Kpome toro, oOpariaer Ha ceOst BHH-
Manue ToT ¢akt, uto y 100% nouepeit-rerepo3uror
naneHToB ¢ AJIJ] BBISABIISICTCS TTOBBIMIEHHBIN ypoO-
BeHb O/[LIDKK [14] 1, cOOTBETCTBEHHO, OHHU B TPyTIIIE
PHCKa Pa3BUTHUS HE TOJIBKO IO Pa3BUTUIO PA3THUUHBIX
KJIMHAYECKUX BapHaHTOB 3a00fieBaHUs, HO U acco-
nuupoBaHHbIX ¢ AJIJ] cocTosHMA.

OCHOBHBIMH  YPOJIOTMYECKUMH  TPOSIBICHUSMHU
nipu AJIJI SABIAIOTCSA TUIOTOHAAN3M Y MY>KUMH U HEHl-
POr€HHBIM MOYEBOM My3bIPb Y MY>KUUH U SKCHIIUH
[9, 12, 14]. OcoOeHHOCTH TEYEHUS YPOIOTUIECKUX
3aboneBanuii pu AJIJl mo Hacrosimero BpeMeHU
OCTalOTCsl HEIOCTaTOYHO M3yYeHHbIMU. B GonbInH-
CTBe citydaeB (opMHUpyeTCs THIICPAKTHUBHBIN (TUTIEp-
peduiekropubIit) MoueBoi my3biph (TAM). CormacHo
nmanaeiM D. Hofereiter (2015), mpu AJIJI cuMritombl
I'AM BeisBisitoress y 100% myxumnn u 86,2 % xkeH-
mmH. Knuanueckn I'AM npu AJIJI mposiBigercs
YYalIeHHBIM MOYEHCITYCKaHHUEM, MOBEIUTEIbHBIMU
(MMIepaTUBHBIMM) TMO3BIBAMU Ha MOYEHCITyCKaHHE,
HOKTypHEH W Helep)kaHueM Moud. 67 % manueHToB
¢ AHM cooOmrimu, 9To BhIIIeyKa3aHHBIE CHMIITOMBI
ObUIM YMEPEHHBIMHU WM TSDKEJIBIMU U 3HAYUMO CHU-
JKaJau KayecTBO *u3HU [12]. Ypomunamuueckoe Te-
cTUpoBaHMe y nanueHToB ¢ AJIJ] moareepxaaer Ha-
JIMYre TUIEPAaKTUBHOCTH AETPY30pa U JTUCCHHEPTUN
curkTepa nerpysopa [15].

M3BecTHO, YTO B aKTe€ MOYEUCIIyCKaHUS yua-
CTBYIOT KOPKOBBIE€ M MOCTOBOHM (TIOHTHHHBII) LIE€H-
TpBl, CHUMNATUYECKUH TPyAONOACHUYHBIN LEHTP
(Th, ~L,), cakpanbHblii MapacUMIaTHYECKUH LIEHTP
(S2-S4), nepudepuieckue HEPBBI U CILUICTCHUS, HH-
TpaMypaibHbIe TaHTIIUHN My3bIps [16—18]. YmpomieH-
HBI BapHaHT aHATOMUYECKON KiIacCH(UKAIINU BCEX
MOPaKeHUH HEPBHOM CHUCTEMBI, aCCOLUHUPOBAHHBIX
¢ nuchyHKIHEH HIKHUX MOYEBBIX IyTEH, IENAT Ha
HaJICerMEHTapHbIe U O00YCIIOBICHHBIE N3MEHEHUSMH
B Ipe/enax nepudepruyeckoro ammapara peryisiun
MoOYeucIycKanusi. Mexy aHaTOMHYECKOW JoKaIu-
3alUeil NOpaKeHHsI HEPBHOU CUCTEMBI U XapaKTEpPOM
HapyumeHus: QyHKUMH IMy3bIpsl CYLIECTBYIOT TECHbIC
KOppEJSLHOHHbBIE B3auMoOOTHoIIeHus. Hancermen-
TApHbI HEHUPOreHHBI MOYEBOM IIy3bIPb SIBISAETCS
rurneppedIeKTOpHBIM (IT0 KpaifHel Mepe, 10 MOMEH-
Ta Pa3BUTUSI BTOPUYHONW aTOHUU MOYEBOTO ITy3bIps)
[16].

I'AM ¢opmupyercss mpu HapyUIEHHH COIJIaco-
BaHHOH paboThl CIIMHAIBHOTO LEHTPA MUKLMHU U Lie-
peOpalbHBIX LEHTPOB, OKa3bIBAIOLIMX HUCXOJSIIEE
TOpMO3siIee JeHCTBIE Ha CHUHAIBHBIE CTPYKTYPHI.
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T'AM accouuupoBaH ¢ pacTOpMaKMBaHUEM AKTHUB-
HOCTH CHUHAIBHBIX IEHTpoB. llpm moxammsannn
[TOpaXKeHHUs BBIIIE MOCTOBOTO IIEHTPa MUKIIHH, 00e-
CIEYMBAIONIETO CHHXPOHHOCTH PadOTHI IETPYy30pa U
COUHKTEPOB MOUYEBOTO MY3bIPsI, KIMHAYECKAs KAPTH-
Ha OTPaHUYMBAETCS yUYAIIEHHBIM MOYEHCITYyCKaHHEM,
MMIIEPaTUBHBIMU TIO3bIBAMH Ha MOYEHCITyCKaHHeE,
HOKTYypUeld W Henepkanuem Moud. Ecnm ke no-
pakeHHWe HEPBHOW CHUCTEMBI OTMEYAeTCs HUXKE Ba-
ponMeBa MOCTa, HO BBIIIE CEIMEHTapHBIX LIEHTPOB
MOYCHCITYCKaHHS, TIPOUCXOAUT pa3o0IIeHne paboThl
C(UHKTEPOB M JETpy30pa C Pa3BUTHEM JETPY30p-
C(hMHKTEpHON TUCCHHEPTHUH, TIPUBOMASIIIEH K 3aTpy/-
HEHUIO ONIOPOKHEHUS ITy3bIps, YBEINYCHUIO 00beMa
OCTaTOYHON MoYM W 3anepkke Mouu [16]. J. Hofer-
eiter ¥ COABT. OLICHWJIM YPOJIOTHUECKUE MPOSIBICHHS
I'AM y narmuenToB ¢ AJIJ] 1 pacCesTHHBIM CKIICPO30M,
OJTHAKO, PA3JIMYMI B rpymmax He BIABUIM [12]. D10
yKa3bIBa€T HA TO, YTO HAa Pa3BUTHE YPOIOTHUYECKON
CUMITOMATHKH TIPH HeHpoJereHepaTHBHBIX 3a00Ire-
BaHUSAX B IEPBYIO O4Yepeib BIUSET HE CTOIHKO Ba-
pHaHT 3a00J1eBaHMs, CKOJBKO JIOKAJIU3alMs O4aroB
nemuenuHuzanuyi. CoracHO JaHHBIM JIMTEpaTyphl,
AMH nau6osee 4acTo OMMOOYHO JUATHOCTUPYETCS
KaK pacCesHbIN CKJIep03, 0COOCHHO B JKCHCKOH II0-
myssiud [11], moaToMy, copuTasch Ha BEINIEyKa3aH-
Hble ()aKThI, HETb3s OJHO3HAYHO YTBEPXKIATh, YTO
B TPYMIly MO OUECHKE YPOJOTHMYECKOH (PyHKIHMU He
OBLIN BKJIIOYEHBI TTALIMEHTHI C HEBEPHBIM JIUATHO30M.
B nacTosiiee BpeMs mosjararot, 4To Npu HeWponaere-
HEpaTUBHBIX 3a00JIEBaHUAX OYard JEMHUEITHHU3AINN
B TOJIOBHOM MO3T€ MOTYT SBISTHCS MPUYUHON 3HA-
YUMBIX YPOJMHAMUYECKUX HAPYIICHUH JIUIIb B CITY-
yae BYCTOPOHHETO MOpPaXeHUs MOHTUHHBIX MUKTY-
pudeckux 1eHtpos [16, 19]. Pemaromiee 3HaueHue,
BEPOSITHO, TPHUHAICKHUT JIEMUEINHUZNPYIOLIEMY
MIPOIIECCY B 3aJIHAX M OOKOBBIX KaHATHKaX CIIMHHO-
ro mo3ra. Ilpeanonaraercs, YTo NPUYUHOU BO3HUK-
HOBEHHSI Ta30BBIX PACCTPOMCTB CIYXKHT IOPAKCHHE
TOHKUX MUEIMHOBBIX A$-BOJIOKOH, MPOBOIAIINX ad-
(epeHTHbIe UMITYJLCHI OT MOYEBOTO Iy3bIPs TPaHC-
CIIMHAJIBHO K MOCTOBOMY MHUKTYPHUYECKOMY IICHTPY,
YTO COIMPOBOXKIACTCS CHIKCHWEM WHTHOMPYIOIIEH
AMITYJTbCAIlAA CO CTOPOHBI TIOCTIEHETO W aKTHBH-
3anuell peqIeKTOPHON aKTUBHOCTH Ha CIHHAIHLHOM
(cakpanbHOM) ypoBHE. AQQEpeHTHBIMU BOJIOKHAMH
CIHMHAIBHOTO pediekca ONOPOKHEHHS MY3bIPs CITy-
KaT HeMueanHu3upoBaHHble C-BonokHa. Cokxpariie-
HUS IETPy30pa MPU YMEHBIIEHUH TOPMO3HBIX ICH-
TPAIbHBIX BIMSIHANA OCYIIECTBIAIOTCS PeIIEKTOPHO,
B OTBET Ha HAIIOJIHEHNE MOUYEBOTO ITy3bIPs, TAKUM 00-
paszom, GpopMupyercsi TuneppedIeKTOPHbIH MOYEBOI
my3bIpb. [IpeppiBaHne NPOBOASIIUX CIMHAIBHBIX ITY-
Tell BBI3BIBACT HAPYLIECHUE KAK PE3EpPBYAPHOi, TaK U

9BaKyaIllMOHHON (PYHKIIMA MOUYEBOTO MY3BIps. B aTOM
CJyyae COKpalleHHue IeTPy30pa COMPOBOKAAECTCS OT-
CYTCTBHEM peJlakcariy cUHKTEpa YPETPhl U MBIIIIIT
Ta30BOr0 JIHA C (POPMUPOBAHUEM CHHJIPOMA JCTPY30P-
cunkrepHoil nmuccunepruu [16]. [unepakTMBHOCTH
JIETpy30pa M JUCCHHEPrusi CHUHKTEpa JAeTpy30pa
MIPUBOJAT K MOBBILIEHHOMY BHYTPHITY3bIPHOMY JaB-
JICHWIO, W3MEHEHHI0 TPO(PHKH MOYEBOTO ITY3BIpS,
CHI)KEHUIO 0aphepHBIX CBOWCTB CIU3UCTON 000J04-
KH ¥ TEePCUCTUPOBaHUIO HH(pEKImu. XpoHHUYECKas
UIIEMUS IETPy30pa BHE 3aBUCUMOCTUA OT OCHOBHOTO
HEBPOJIOIMYECKOT0 3a00JIeBaHNs 3aIlyCKaeT CKIepo3
CTEHKH MOUYEBOT0 ITy3bIPsl, CHUKEHUE €€ PACTKUMO-
CTH W yCyryOJeHHe BHYTPHITY3bIPHOW THIIEPTEH3UU
[16, 20—22]. Kak u3BeCTHO, BHYTPHUITY3bIPHASI TUIIEP-
TEH3HUs CIIOCOOCTBYIOT 0OpaTHOMY TOKY MOYH U3 ype-
Tphl U (POPMHUPOBAHUIO ITy3bIPHO-MOYETOUHUKOBO-
JIOXaHOYHOTO pedIIroKca, CBS3aHHOTO C Pa3BHTHEM
XPOHUYECKUX BOCTIUTEIBHBIX B OOCTPYKTHBHBIX
3a00JICBAaHII MOYCBBIBOIAIIMX ITyTCH, BIUIOTH MO
Pa3BUTUS XPOHUYECKON MOUYEYHON HEJOCTATOUHOCTHU
[11, 20, 21]. 3HauUMOCTh CBOEBPEMEHHOM AMAarHO-
CTHKHU ypojoruueckoil maroioruu npu AJIJl B mep-
BYIO odepenb 00yCIOBJIeHa COXpaHEHHWEM MOYeqHON
(YHKITNH, OHAKO, YaCTOEC OTCYTCTBHE MPaBUIHLHOTO
JIMarHo3a 1 HU3Kasi OCBEIOMIICHHOCTb MEIULMHCKO-
ro TIepCOHaja MPHUBOAAT K HEOOpATHMBIM IOCIE-
CTBUSM U Pa3BUTHUIO TSIKENBIX OCIOKHEHUHN. B nmuTe-
paType OMHCaHbl CAy4Yau JUIUTEILHON HEHpOreHHOU
JUCHYHKIIMA MOYEBOTO IY3bIPsl, OCIOKHEHHON pas3-
BUTHEM ypOCTa3a, AWIaTaIllueii MOYEBBIBOISIIINX ITy-
TeH M TSHKETBIM YPETPOIOXaHOYHO-PEHATBHBIM ped-
JIFOKCOM, TIOTPeOOBABIINX HHBAa3MBHBIX MHOTOKpAT-
HBIX €KEIHEBHBIX KaTeTepU3aluii MOUEBOI0 My3bIpPsi.
[Ipu 5TOM OCHOBHOI THAarHO3, HECMOTPS Ha HATUYNE
JIPYTUX KJIACCHYECKUX MHOTOJETHUX HEBPOJIOTHYE-
ckux mpossreHuit AJIJ[, ObUT yCTaHOBIICH CITYCTS
JECATUIICTUSI HA CTaJuU Pa3BUTHUS YPOJOTMYECKHUX
OCJHOKHEHUH. ABTOpBI JAHHOM CTAaThU MpEeAsiararoT
MAIMeHTaM C HapyIICHHEM ITOXOJAKH H/WIN CHAaCTH-
YECKUM Iapamnape3oM HIKHUX KOHEYHOCTEH MpH
UCKJIFOUCHUM JPYTUX OYCBUJIHBIX MPUYHUH OOJIC3HH,
COUYETAIOIIUMCS C HEHPOTCHHBIM MOYEBEIM ITY3BIPEM,
npoBoauTh o1eHKy ypoBHI OJILIDKK u B cirygae mpe-
BEIIIIEHUS X peepEeHCHBIX 3HAYCHHU TIOCTIeyolIee
reHeTudeckoe Tectuponanue [11].

Toxcuueckoe neiicteue OILDKK, mpusopsiiee
K MPOTrpeCcCUPYIOIIEd U MHOIOOYaroBOM JeMHENu-
HU3AIWH U CBSI3aHHBIX C HUMH COITyTCTBYIOIINX II0-
pakeHU#, 0 CHX TOp OocTaeTcsl HesACHBIM. OIHAKO
OJIHO3HAYHO MOKHO YTBEPKIAaTh, UTO Pa3BUTUE HEU-
POTrE€HHOT0 MOYEBOTO Iy3bIPs IPU JAHHON MAaTOJIOTUU
CBS3aHO C JCMHUCIUHU3AIMCH U HelpoereHepamucii,
HO 3TH Tpoueccel pu AJIJ] 10 xoHIIa B HacTosIIEe
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BpeMs He u3ydeHsl. B pabote S. Hein u coasr. (2008)
OBLIO BBIABIEHO, YTO OJUTOJACHIPOILMTHI U acTpoO-
LUTHI, TIOABEPTHYTHIE BO3IEHCTBHIO JIOKO3aHOBOM
(C22:0), Terpako3anoBoii (C24:0) 1 rekcako3aHOBOH
kucior (C24:0), norubator B TeueHue 24 4. [Tomu-
Mo 3toro, TokcuunocTh OJIIIKK Obuia oOyciosineHa
nuc(yHKIIMEeH MUTOXOHAPUHN in Situ W TOBBIIICHUEM
ypoBHS BHYTpHKIeTouHOro Ca*" B BbIIIEYKa3aHHBIX
Tunax kietok. llpum stom Hambonee BBIpaKEHHBIN
TOKCUYECKUH 3P deKT HaOmonancs B OIUTOAEHAPO-
nutax, npoxayuupytonmx muenun [23]. N. Kruska
u coaBT. (2015) cpaBHWIM BO3ZICHCTBHE CBepXbhu-
3uojorndecknx KoumeHtparmuii OILDKK (C22:0,
C24:0 u C26:0) Ha acTPOUUTHI IUKOTO THTIA MBIIICH
1 ABCD1-HOKayTHBIX MBIIIEH, TOJBEPTHYTHIX BO3-
JCHCTBUIO CBEPX(PU3UOIOTHUSCKUX KOHIICHTPALUN
OJLIKK. bpuio ycTaHOBIEHO, YTO MHTOXOHIPHUH
mo3ra ABCDI1(-/-) Mblleld U JUKOTO THIA WMEIOT
onuHakoByto peakmurio Ha OJLIKK, npossisomntyro-
Csl TIOBBIIICHHBIM OOpa3OBaHWEM AaKTHBHBIX (HhopMm
KHCIIOpOia, HApyIIeHHEeM CHHTe3a aJIeHO3UHTPUOC-
(ara u cHIKEHHEM criocoOHocTH mortomenus Ca*'.
OTO MO3BOJIAET MPEANONOKUTH, YTO OTCYTCTBUE JIe-
(extHoro ABCDI rena He oka3bIBaeT MPOTEKTUBHO-
ro JeHCTBUS HAa MUTOXOHJIPUH Ha JIEUCTBUE CBEPX 103
OMLDKK. Opmnako actpouuthl Mbimeir ABCDI(-
/-) OblIE Ooyiee YYBCTBHTEIBHBI K BO3ICHCTBUIO
OJLIKK mo cpaBHeHHMIO C acCTPOLUTAMU JIUKOTO
TUIA MBIIIEH U MOKa3aJlid CHUKEHHYIO CITIOCOOHOCTh
K BOCCTAHOBJICHHIO OKHCJICHHBIX MMUPUIUHOBBIX HY-
xireotunoB 10 NAD(P)H. Briasiennsie pazmudust
MO3BOJISIIOT MPEANONOKUTh, uTo AeiictBue OULIKK
B aCTPOIUTaX MOXET OBITh OOYCIIOBICHO HAIUYHAEM
nedextHoro reHa [24].

Kax m3BecTHO, OCHOBHBIM KpPUTEPUEM MOCTAHOB-
KM JIMarHO3a HEHPOTreHHOW MUCHYHKIIMA MOUYEBOTO
ITy3BIPSl TIPY HAJIWYUH HEBPOJIOTHYECKOW MaTOIOTUN
y TManueHTa SABJISAeTCS MPUCYTCTBAE CHMITTOMOB HUXK-
HUX MOYEBBIBOJAIINX MyTeH. AHATU3UPYsI HEMHOTO-
YHUCIICHHBIC JaHHBIC JIUTEPATypbl, MOXKHO CKa3arh,
YTO Ha CETOAHSIIHUMN JICHb HET 3HAYMMBIX OTIUYUN
o Benenuto ['AM npu AMH u npyrux Helipoaere-
HepaTUBHBIX 3a0oneBaHmsX. [Ipemmaraercss ucnomb-
30BaHHUE CTAHJAPTHOM CUMITOMATHUYECKOM TEpAIUU.
OcHOBHas 11eJIb — COXpPaHEHUE JIaBIIeHHs JIeTpy30pa
B Tpejesiax 0e30IMacHbIX 3HAYCHHN Kak B a3y Ha-
MOJIHEHUsI, TaK ¥ B (ha3y OMOPOKHEHHUS MOUYEBOTO
My3bIpsi, oOecreunBaomiee Oe30MacHbIC YCIOBHS
JUTSE OTBEJCHUS MOYH M3 BEPXHUX MOYEBBIBOISAIINX
MyTeld B HW)KHUE MOYEBBIBOJSIINE IYTH U IO3BO-
JSIONIee 3HAYUTENBHO YMEHBIIUTh CMEPTHOCTH OT
YPOJIOTUYECKUX MPHUYUH Y TAIUEHTOB C HEHPOTCH-
HbIM MoueBbIM my3bipem [10, 20]. M3BecTHO, uTO
CHJIbHOE COKpalieHue cOUHKTepa YpeTpbl H/WiIH
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MBIIII] Ta30BOTO JIHA, a TaKKe AWJIATAlWs aHallb-
HOTO OT/eNa, CTUMYIIIUS TeHUTAILHOW OOIacTH U
¢usndeckas aKTUBHOCTh PEQISKTOPHO HHTHOUPY-
0T MOYEHUCITyCKaHHE. ODJIEKTpHUUYEcKas CTUMYJIALUA
a((pepeHTHBIX BOJIOKOH CPAMHOTO HEpPBa BbI3bIBACT
CHIILHOE ToJIaBlicHne pediiekca MOYCHCITYCKaHHS 1
COKpallleHui JeTpy3opa. JlaHHbIA BUJ CTUMYIALIMA
MOYKET OOJIETYNTh BOCCTAHOBIIEHHE OajaHca Mexay
AKTUBUPYIONIEH W WHTHOMPYIOIIESH HMITyIbcaruen
Ha CHHMHAJIBHOM MJIHM CYNpacluHAJILHOM YPOBHSIX.
B cBA3M ¢ 3TUM y NaMEHTOB C JIE€TPYy30pPHOM THIle-
PaKTUBHOCTBIO HACTOATEIBHO PEKOMEHJIyeTCs TNpH-
MeHeHHe neprudepruuecKkoil  AMEKTPOCTUMYISINN
nBuraTenbHBIX HepBoB [10]. B kadecTBe Memmka-
MeHTO3HOU Tepanuu npu ['”AM B kauecTBe nepBoil
JMHUYU JIGYCHUS 1IeJIeCO00pa3HO MPUMEHSITh MOHO-
Tepanuio M-xoauHOOIOKaTOpaMu (aHTUMYCKapHUHO-
BBIMH TperapaTaMi) WK CIIa3MOJIUTHUECKUMHU CPeJI-
CTBaMH, OONamaromuMA  M-XOTHHOOIOKHPYIOIITIM
CBOMCTBOM HJIM B KOMOWHAIIMH CO CHIa3MOJIUTHKAMHU.
B cayuae mosgueit nuarHoctuku ['AM mpu AJI/,
OCJIOKHEHHOT'O pa3BUTHEM ypOCTa3a, JUIaTallii Mo-
YEeBBIBOJIAIIMX MTyTeH, pa3BUTHEM YPETPOJIOXaHOUHO-
pPEHAJIBHOTO pedIIroKca, paccMaTprBaeTCs TaKHe HH-
BasWBHbIC BApUAHTHI JIEYCHHA, KaK MHOTOKpAaTHBIC
eXeHeBHbIE KaTeTepHU3alnd MOYEBOTO ITy3bIpA, T0-
CTaHOBKA MOCTOSIHHOTO ypeTPaJIbHOTO Karerepa, Ha-
JIOKEHNE SMHUIMCTOCTOMBI WM XUpYprudeckas Kop-
pexuus [10, 11, 20].

TI'unoronaan3m y My:K4uH

I'mmoronagmsm npu AJIJI oGycroBnen ¢ omHO
CTOPOHBI HETNPEPBIBHOW TIpoiHdepanned TepMu-
HATHBHBIX KJIETOK CEMEHHBIX KaHAIbIEB SUYCK, C
JIpyroil — HaKOIIJIEHHEM BBICOKMX KOHLEHTpaLUil He-
HACBIIIEHHBIX JKMUPHBIX KHCJIOT M BBICOKOM IKCIpec-
CHel peakTHBHBIX (JOpM KHCIIOpO/a, MPUBOISIINX K
Pa3BUTHIO OKHUCIUTEIHHOTO CTpecca, CHIDKEHUIO KO-
JUYecTBa criepMaro3ouaoB U pparmenranuu JJHK B
Hux [25]. 3a cuer ciocooHOCcTH AJIIT perynuposars
nerpaganuio OJJLIKK B mpouecce cnepmarorenesa
AJIIT MoXHO paccMaTpuBaTh B KaueCTBE OJHOTO U3
KITIOUEBBIX €r0 PerynaTopos [26]. M3BecTHO, uTO mpe-
obpazoBanne OJIIKK mporcxonut B mepokcucoMax
n muToxoHApusax. B magame OAIDKK mepenocsTcs
B TIEPOKCHCOMBI, T1I¢ TIOABEPTatoTCs B-OKUCICHUIO B
JUTMHHOIIETIOUEYHbIe KUCIOTHI MK aneTui-KoA, ko-
TOpBIE Jajiee TPAHCIOPTUPYIOTCS B MHMTOXOHJAPHH,
rie MPOMCXOJWT WX JAalibHelIliee Ipeodpa3oBaHUe
[27]. Mytamun rera ABCD1 mpuBomsT k Hapy1ie-
HUIO TIPOIIECCOB JIErPaJallid M TAaTOIOTHIECKOMY
HakoruieHuro C22—C26 OJILDKK B TkaHSIX SHUYEK, I10-
BPEKAAIOIINX HMHTEPCTULHUAIBHBIC KICTKH, YMEHb-
HIEHHUIO pa3MEPOB CEMEHHBIX KaHAJIbLIEB, CHIYKEHUIO
o0beMa dSKyJsITa, B KOHEUHOM HTOTe MPUBOJSIINE



Hedponorus. 2023. Tom 27. Ne4. ISSN 1561-6274 (print)

Nephrology (Saint-Petersburg). 2023. 27(4). ISSN 2541-9439 (online)

K OJINTO300CTIEPMHH, a300CMEPMUN U OeCIUIONHIO.
Krnmandeckn nanHbIe HAPYIICHUS MOTYT MPOSBIISATH-
Csl B BUJIC Pa3BUTHS aHPOTeHOAE(HUITNTA, CHIKSHUS
TMOUI0, IPEKTUIBHONW TUCPYHKUIMEH, Oecruionus,
71a00paTOpHO — CHMIKEHHEM YpOBHEH Jerujpore-
CTOCTEPOHa, TECTOCTEPOHA, IOBBIIICHHEM TOHAJ0-
TpoHOB [9, 26]. OmHAaKO CiieayeT OTMETHUTH TOT
(bakt, uTo He y Bcex manueHToB ¢ AJIJ] pazBuBaercs
TUIOTOHA/IN3M, W TIATOTEHETHYECKUE OCHOBHI pa3-
BUTHSI TOTO WJIM MHOTO (DeHOTHIA OOJIE3HU B HACTOS-
miee Bpemsi HeusBecTHEI. J.F. Lu u coaBTopst (1997)
BBICKA3aJId MPEAIONI0KEHNE O HAIUYUH Y 4YeloBeKa
MonudukaTopa(oB), CBSI3aHHBIX C(HOPMHPOBAHUEM
nopaxxeHuit ssmuek npu AJIJ] [28]. DxkcnepuMeHTab-
HO OBUIO yCTaHOBIJIECHO, uTo yaanenue rena ABCD1 y
FEMHU3UTOTHBIX CaMIIOB MBIIIEH HE aCCOLMUPOBAHO C
pPa3BUTHEM HEIOCTAaTOYHOCTH TECTUKYI ¥ HapyIlIeHH-
eMm depruibHOCTH. JIoKa3aHo, 4TO U3MEHEHUS QyHK-
LMW TIEPOKCHCOM CBSI3aHBI C HAPYIICHUSAMHU CTiepMa-
TOTeHe3a, OJHAKO, YCJIOBHS peanu3aruu dPQPeKToB
paznuunbix Mytauuii rena ABCD1 no Hacrosiero
BpeMeHHU He u3BecTHbl. OJHMM M3 Takux Moaudu-
KaTOpOB Ha CETOAHSALIHUI JIeHb MOYKHO paccMarpH-
BaTh M3MCHEHMs B reHe Pex13. DkcrnepuMeHTaIbHO
YCTAHOBJICHO, uTO neiernus Pex13 mpuBomut K me-
(hexTaM TIEpPOKCUCOMHOTO OMOTeHEe3a Y TPAaHCTEHHBIX
MBIIIEH, B 4acTHOCTH, HOKayT Pex13 B knerkax Cep-
TOJIM acCOLMHMPOBaHa C TaK Ha3biBaeMbiM CepTonu-
KJIETOYHBIM CHHIPOMOM, a TaKXke C Ype3MepHBIM
YBEJIMYEHUEM KOHIIEHTpaMi TPUIIHULEPHUIOB U XO-
nmecTepmioBbIX »¢upoB [29]. Kpome Toro, memerus
Pex13 B mpeMelOTHYECKUX 3apOJIbIIIEBbIX KIETKaX
HapylIaeT UMIOPT IMEPOKCUCOMATHHBIX MaTPUKCHBIX
OCJIKOB B 3apOABILICBBIC KICTKH, YTO HHTHOHPYET
T depeHIMPOBKY Ha CTAJAWU KPYIVIBIX CIIEPMaTH]
1 BBI3BIBACT a300CIEPMHUIO y camIioB Mbimiei [30]. B
kietkax CepTosnu HOKayTHBIX >KMBOTHBIX HaOmroma-
JMCh 3HAYUTENFHBIE N3MEHEHHS B YPOBHSIX JKCITpEC-
cun MPHK pernenitopa (horumukymnocTUMyIUpyFOIIe-
ro TOpMOHa, (haKTOPOB TPAHCKPHILUH, (HEPMEHTOB
U TPaAHCIIOPTEPOB, YYaCTBYIOIIMX B MeTaboIn3Me
CTepouJI0B. B yacTHOCTH, BBISABIIAINCH MOBHIIICHNE
MPHK snepnbix pernentopoB cemeiictea PPAR, mpo-
BOCIMAUTENBHBIX ()EPMEHTOB W ITUTOKHWHOB, Hapy-
[IEHHe TOMEeOCTa3a aHTUOKCHUJAHTHBIX M OKCHJAHT-
HBIX QepmeHToB. B knerkax Jleiinura y HOKayTHBIX
MBILIEH OTMeYanach 3HauuMmas mnponudepanus, B
WX [UTOTUIa3Me BBIIBISUHMCH Kpuctamisl OJIDKK,
a takxke yBenmueHue dkcrupeccunn MPHK um Genkos,
YYacTBYIONIUX B MEPOKCHCOMANBHON Jlerpajanuu
JKUPHBIX KHCJIOT, MHUTOXOHJPHAILHOM TPAHCIIOPTE
XOJIECTEpPHUHA U CUHTe3e cTeponioB. W. Brennemann
u coaBT. (1997) BeisiBIIN (HOPMHUPOBAHHUE TUIIOTOHA-
nu3Mma y 6onpimHceTBa MykunH ¢ AMH B Bo3pacte

ot 18 nmo 60 ner [31]. Hapymenus criepmarorenesa
Y pa3BUTHE THIEPTOHATOTPOITHOTO THIIOTOHAIN3MA,
COTIPOBOXK/IAIOMIETOCS TTOBBIIIEHUEM YPOBHSI (HOJITH-
KyJOCTUMYJIMPYIOIIEr0 U JIOTEMHU3UPYIOIIEro rop-
MOHOB B KpOBH, BBIABILIUCH B 60% ciyuaes. Ilpu
AMH ypoBHH CBOOOJHOIO TECTOCTEPOHA U COOTHO-
IICHHE TEeCTOCTEPOH/MIOTEHHU3UPYIOMNNA TOPMOH,
orpaxaromue pyHKIHIO KieTok Jlewaura, ObTH 10-
CTOBEPHO HHWXKE 10 CPABHEHHUIO C TOKA3aTEeIIMU Y
myxunH 06e3 AMH. [lanHoe uccienoBaHue B KOHEY-
HOM HTOTe IMOATBEPIUIIO BBISBICHHE AUCHYHKIUH
kietok Jlefiaura n/wnu Cepronu y 81,6 % manueHToB
¢ AMH [31]. Ognako npu paHXHUPOBAHUH 10 BO3pa-
CTYy HH y OJHOTO U3 MpenyO0epTaTHBIX MAIUEHTOB C
AJIJ] He ObLITO BBISIBIIEHO PU3HAKOB THITOTOHAIN3MA,
B TO BpeMs Kak y 42 % myOepTaTHBIX/B3POCIIBIX MYXK-
YMH OTMEYaJIOCh MOBBIIIEHHE KOHIIEHTPALUH JH0TeH-
HU3UPYIOLMIETO WK  (DOJUTUKYIIOCTUMYITHAPYIOIIETO
TOpMOHA B CHIBOPOTKe KpoBH. [Ipu aToM Hapymienne
GyHKIMM AUYeK HaOI0OaIoCh TOJIBKO B COYETAaHUU
C HAJIOYEYHUKOBOW HEIOCTATOYHOCTHIO (THUITOKOP-
THUIU3MOM) ¥ HEBPOJIOTHUECKOW CUMIITOMATHKOH [7].
HecMoTps Ha moBbIlIEHHE YPOBHSI FOHAI0TPOIMHOB
B KPOBH, JIAJIEKO HE BCerJa Hapymaercs (epTHiib-
HOCTB, KaK Mnoka3zaio uccienoBanue T.J. Stradomska
u coaBT. (2012), He BBIABHBINEE yBEIMYCHUS PHCKA
pazBuTus Oecruionus myx4anH ¢ AJIJ] mo cpaBHEHHIO
€O 3I0OPOBBIMHU MYy>kuMHamHu [14]. DpekTuiabHas auc-
¢ynaknun npu AMH BeuBisietcs y 54 % MyK4uH
[31].

TaxkTuke BeleHUs] THIOTOHAIU3Ma y TAIEHTOB
¢ AJIJl mocBsAIIeHBI €IWHWYHBIC IMyOauKanuu. B
2003 romy ObUT OIMYyOIMKOBaH OTYET O 3-MECSYHOM
MPUMEHEHUH JIETHJIPO3ITHUaHIPOCTEPOHA B J03UPOB-
ke 50 Mr exeaHEBHO, OIHAKO, 3HAYMMOIO YIyuyllle-
HUS caMO4YyBCTBHS y manueHntoB ¢ AJIJ] BwisgBIEHO
He Obuto [32]. CTaThbu MOCHEIHUX JIET YKA3bIBAIOT
Ha HEOOXOAWMOCTh CKPWHHHTA THUIOTOHAJM3Ma ¥
MY’KYWH IPU HAJTMYUHU KIMHAYECKON CHMITOMATHKY.
IIpennaraercs oneHka ypoBHel TectocrepoHa, JII,
OCI' B kpoBu. Ha ceromusmHuii 1eHb HET pe3ylb-
TaTOB MPUMEHEHUS MPEerapaTroB aHIPOTEHOB Yy 3THX
OopHBIX. [lanmenTam ¢ KITMHIYECKUMHY TIPU3HAKaMU
TUCOYHKIINY W/WIHA TP CHWKEHWW YPOBHS TECTO-
CTepOHa PEKOMEH0BAHO TIPUMEHEHHE TeCTOCTEPOH-
3aMecTuTeNbHOU Tepanuu [9, 33, 34].

PaboTbl mociaeqHuX JIeT TakKe MOKa3aud, 4YTo Y
My>x4uuH ¢ AJIJ] ecTb BEpOSATHOCTH PA3BUTHSI CHHAPO-
Ma SKTOMWW TKaHW HaamodeqyHUKoB B sudku (TART-
CHHIPOM). DKTONHMH TKaHW HAAIIOYCIHUKOB (POPMHU-
PYIOTCSI U3 TUTFOPUIIOTEHTHBIX CTEPOUIOTEHHBIX KJle-
TOK SIMYEK BCIIEACTBHE XPOHUUYECKOW CTUMYISALNAN
aapeHokoptukorpornHoro ropmona (AKTI'). Haubo-
Jiee 4acTO TUMEePKOPTUKOTPOIIMHEMUS PA3BUBACTCS Y
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MAIUEHTOB, MOIYYaOIUX B KAYECTBE 3aMECTHTENb-
HOH TOPMOHAJbHOW TEpamuu TUAPOKOPTH30H [34].
UzsectHOo, uro AKTI m3MeHseTCsI B COOTBETCTBUH
C IMHAMUKOW ypOBHS KOPTH30JIa TUIa3Mbl U SIBIIETCS
roKa3aTejieM aJeKBaTHOCTH 3aMECTHTENIbHOW Tepa-
MU [IPY NEPBUYHON HAAIIOYEYHUKOBOW HEJOCTATOU-
Hoctu. [Tuk miazmennoi konuentpauuu AKTT npu-
xonutcs Ha 8—9 9 yTpa, Korja HaOmroaaeTcss HAMMEHb-
LN yPOBEHb KOPTU30J1a B KPOBU M 3HAYUMO TPEBBI-
maet peepeHcHblid nHTepBall. [IpumepHo yepes3 1-2
Y 1ocse npuemMa ruipoKOPTU30HA HAOIIONAETCs ero
nukoBoe 3HadeHue, nociie yero AKTI cHmxkaetcs.
JlaHHbIE TOpPMOHAJIbHBIE KOJIEOAHUS CBSI3aHbI C KO-
POTKHM CPOKOM JIEHCTBUS M KPAaTHOCTBIO IIpHUEMa T'-
npokoptusoHa. O passutun TART-cunapoma Beien-
crBue rurnepcrumyaupytomiero a¢gpdexra AKTI npu
AJIJ] cTasio u3BEeCTHO JIUIIb B MOCAEAHUE HECKOJIBKO
net. bonmee Toro, 3KTONMMM TKaHW HAATOYEYHUKOB B
SSMYKH Y 3TUX OOJBHBIX MOTYT OBITH ONTHOOYHO THa-
THOCTHPOBAHBI Kak ormyxoiu kietok Jlewmura (Jleit-
JUTOMBI) U IOABEPTHYTh MALMEHTa HEHY>KHOMY OIIe-
pPaTUBHOMY BMEUIATENbCTBY. YCTPAaHEHHE CTUMYJIH-
pytomiero aeiicteust AKTI mocpencTBom Ha3HAYCHUS
CUHTETUYECKUX ITIOKOKOPTHKOCTEPOHIOB, 00JIa/1at0-
mux Oosbiieit AKTI-nonasisiforiell akTUBHOCTBEO
WA UX 100aBICHHS K THAPOKOPTU3OHY, Y 3TUX IIa-
LIUEHTOB COMPOBOX/IAETCS YMEHBIIEHHEM pa3MepOB
SKTOMNUI HAMIOYEYHUKOB B TecTUKynax [14, 35].

Taxum oOpasom, mpu AJI/] kak y My>K4uH, Tak Uy
JKEHIIMH, B KaU€CTBE aCCOIIMUPOBAHHOTO COCTOSHUS
MOkeT GopmupoBatbesi [AM, KIHMHUYIECKHAE TIPOSB-
JIEHHUsI KOTOPOTO YacTO CKPBITHI 3a APYTMMH MHOTO-
YHCJICHHBIMU HEBPOJIOTHYECKUMHU Jkanobamu. B cBs-
3M C 3TUM BBICOKA BEPOSTHOCTh BBIABICHUS JaHHON
[aTOJIOTUM Ha CTaJUM OCJIOKHEHHUH, YTO 3HAYUMO
CHIDKAeT Ka4yeCTBO U TPOJOKUTEIBHOCTD JKU3HU.
T'unoronagnsaM ¢ BBICOKOM BEpPOSITHOCTHIO pa3BUBa-
eTCsl Yy MY’KUMH € «KJIaccuueckoi» kaptuHoid AMH,
T. €. IPU COYETaHUU HEBPOJIOTNYECKON CUMIITOMATH-
KM ¥ HaJIIOYE€YHNKOBON HeA0CTaTOUHOCTH. [Ipn aTom
CHIKCHUE (PYHKIMHU SIMYEK Y MY>KYMH MTPOUCXOTUT
yamie TMOCTENeHHO, HO pa3BUTHE THIIOrOHaaM3Ma
CBSI3aHO C HAJM4YUEM JOIIOJHUTEIBHBIX JO KOHIA He
H3YYCHHBIX MOAM(HKATOPOB, YCIIOBHS pean3aliu
3¢ (eKTOB KOTOPBIX TPEOYIOT NaTbHEUIIEero Hh3yde-
Hus. ['unepcrumymsaunga AKTI MoxeT crate npudu-
Hoit pa3Butust TART-cunnpoma y myxkuun ¢ AJIJl n
TUIIOKOPTUIIN3MOM.
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