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Wnmonatuyeckuii HeppoTHUECKHIA CHHAPOM — HauOoJiee 4acToe rJoMepyJisipHOe 3a00JieBaHue y JieTeil ¢ pacupoCTPAHEHHOCTBIO
1,15—16,9 cayyas na 100 Tbic. reTeii B rox Bo BceM mupe. B psizie ciiyyaeB HepoTHUECKHIi CHHIPOM UMEET YaCcTO PelANBHpYIoLIee
TE€YCHHUe WiIn (bopMupyeTcﬂ 3aBUCUMOCTDb OT CTe])OI/lﬂHOﬁ Tepanuu, 4To 06ycnon.1mnaeT HeOﬁXOllMMOCTB Ha3HAYCHUA UMMYHOCY-
npeccuBHO# Tepannu. Jlo HACTOsANIEro BpeMeHN B KJIMHMYECKOIl MPAKTHKE HET OJHO3HAYHOrO MOIXO0JA CPeay Bpayeil K BeJeHHI0
NANMEHTOB ¢ He()POTHYECKUM CHHAPOMOM, OCOOEHHO €C/IM 3TO Kacaercs JaJibHeiilero BbI00pa MMMYHOCYNPECHBHOI Tepamnuu.
N3-3a cepbe3HbIX MO00YHBIX 3(P(PEKTOB INTEIHHOrO NMPHEMA KOPTHKOCTEPOMIOB BPAYH HA3HAYAIOT CTEPOMIHBIE ATBIOBAHTHI
ISl TIOAJIEePKAHUS PEMUCCHHM W OTPAHMYEHUS] HAKONMUTEIbHOrO 3(hdeKkTa rokokopTukocTepounos. Ilpeanoaaraercs, 4ro cpeau
anbIoBaHTOB MUKOGeHo1aT ModeTn1 (AKTUBHOM YaCTbI0 KOTOPOTrO CJIYXKHUT MUKO()EHOJI0BAasi KHCJI0Ta) — HauboJiee MpeanoyTu-
TeJIbHBI BAPHAHT 0JIaroiapsi MeHbIeMy KOJIMYECTBY HeXKeJIATeIbHbIX SIBJICHUI, MPUEMJIeMOii IePEeHOCUMOCTH 1 TP 3TOM BbICOKO#
Sd)(beKTl/lBHOCTM. B crarbe NPUBOAATCA NMpEeUMyilecTsa U 0CO0EHHOCTH NPUMEHECHUS MPlKO(l)eHOJ'lOBOﬁ KHMCJIOTHI B KJIMHMYECKOM
MpPaKTHKeE, a TAKXKe JaHHbIe M0 (hapMaKOIMHAMHKE Y JIEKAPCTBEHHOMY MOHHTOPHMHTY Tpenapara, 00CyKIal0TCs BOMPOCHI MEPCOHA-
JIM3UPOBAHHOM MeIMLIUHBI.
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Idiopathic nephrotic syndrome is the most common glomerular disease in children, with a prevalence of 1.15—16.9 cases per 100,000
children per year worldwide. In some cases, nephrotic syndrome has a frequently relapsing course or dependence on steroid therapy is
formed, which leads to the appointment of immunosuppressive therapy. So far, in clinical practice, there is no unambiguous approach
among physicians to the management of patients with nephrotic syndrome, especially when it comes to the further choice of immuno-
suppressive therapy. Because of the serious side effects of long-term corticosteroid use, doctors prescribe steroid adjuvants to main-
tain remission and limit the cumulative effect of glucocorticosteroids. Among adjuvants, mycophenolate mofetil, with mycophenolic
acid as the active ingredient, is believed to be the most preferred option due to fewer adverse events, acceptable tolerability and,
at the same time, high efficacy. This article describes the advantages and features of the use of mycophenolic acid in clinical practice,
provides data on pharmacodynamics and drug monitoring, and discusses issues of personalized medicine.
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© KonnekTtne aBTOpOB, 2023

Anpec s koppecnionaeHuuu: Moposos Cepreit JICOHMIOBUY — K.M.H., BeJ.
Hayd. COTp. OTAeJia HACJEACTBEHHBIX M TMPUOOPETCHHBIX OOJIe3HEH TOoYeK
uM. ipoceccopa M.C. UrHatoBoit HayuHo-1ccien10BaTeIbcKOro KIMHUYECKO-
IO MHCTUTYTA MEAMAaTPUM U AeTCKOM xupypruu um. akain. H0.E. Benbruiiesa;
noir. Kadeapsl TOCIUTATBHON menuatpun No2 meanaTpuyeckoro akyibTeTa
Poccuiickoro HaMOHAILHOTO UCCIEA0BATEIBCKOTO MEAMLIMHCKOTO YHUBEPCU-
teta, ORCID: 0000—0002—0942—0103

e-mail: mser@list.ru

KypcoBa Tatbsina CepreeBHa — Bpau—opauHatop HayuHo-uccienoBatenb-
CKOTo KJIMHMYECKOTO MHCTUTYTA MEAMATPUM U JETCKOW XMPYPrUU MM. aKaje-
muka lO.E. Bensrumesa, ORCID: 0000—0002—2059—8121

MupysueBa OkcaHa PammnoBHa — Bpau—Hedposnor otaeneHus Hedpoaorum

HayuHo-1ccnenoBaTebcKoro KIIMHNYECKOr0 MHCTUTYTA IeAUMaTPUK U NETCKOM
xupypruu uM. akagemuka 0. E. Bensruiiesa, ORCID: 0000—0001—-7663—6070
JUmH Bnagumup BukTopoBuy — I.M.H., ipod., pyK. OTAesa HacJeICTBEeHHBIX
U IPUOOPETeHHBIX O0Je3Hel mouek M. mpodeccopa M.C. UrHaToBO#, 3aM. 1up.
Mo HayyHoii pabote B neauarpum HayuHo-MccienoBateabeckoro KIMHUYECKOro
MHCTUTYTA MeNaTPUK 1 JeTCKOil xupypruu um. akagemuka O.E. Besbruiuesa,
ORCID: 0000—0002—0942—0103

125412 Mockaa, yi. Tannomckasi, . 2

IMerpocsin Dnura KoHCTaHTUHOBHA — /.M. H., TIPod. Kadeapbl FOCTUTAILHOI re-
nuatpun uM. akanemuka B.A. TabonuHa neauatpuueckoro dhakysbTeTa, 3aB. He-
dponornyeckum otneneHneM Poccuiickoii AeTCKOi KITMHUYECKON GOMbHULIBI,
ORCID: 0000—0002—5160—4512

119571 Mocksa, JlenuHckwuii rip-1, 1. 117

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MEANATPUM, 2023; 68:(2)

22

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(2)



Mopo3zoe C.JI. u coagm. MuxodeHonata MOGETII B Teparnuy nepBUYHOro HepoTMIYECKOro CUHAPOMA Y IeTeit

1,15—16,9 caydas Ha 100 ThIC. meTell B TOA BO BCEM MUpE
[1-3]. HedpoTuyeckuii cuHapom y HeTeil TpeacTaB-
JISIET CUMITTOMOKOMIUIEKC, BKJIFOUAIOIINI BBIPAXKEHHYIO
nporenHypuio: 40 Mr/4 momany TMOBEPXHOCTU Tesa
i >1 r/M2/24 4 TUTOIAAM TTOBEPXHOCTU Tejia B cove-
TaHUM C TUToaIbOyMHHemuelr MeHee 25 r/a [1-5].
Kpome Ttoro, misi HepOTHUECKOTO CUHIpPOMa Xapak-
TepHO pa3BUTHE OTEKOB, BILIOThH JI0 aHACapKU, BTOPUY-
HOW TUTIePJUNUAEMUU C TIOBBIIIIEHUEM YPOBHSI OOIIEro
XoJIeCTeprHA W JIMTIONPOTEUIOB HU3KOUW TIJIOTHOCTH,
tpurnuuepunos [4, 5]. K coxaneHuto, maToreHe3 Uano-
MaTUYECKOTO HEe(PPOTUUYECKOTro CUHIpOMa [0 KOHIA
HE U3YYeH, OJJHAKO CYILIECTBYET MHOXECTBO MCCJe0Ba-
HUI, CBUIETEIBCTBYIOIINX B MOJIb3Y BEAYIIEH POJIU AUC-
¢ynkumnu T-1uM@OIUTOB, UTPAOIIUX KITIOUEBYIO POJIb
B (OPMUPOBAHMU LIMPKYIUPYIOIIUX UMMYHHBIX KOM-
TUIEKCOB, KOTOPBIE, B CBOIO OYEpElb, Uepe3 psii UMMYHO-
OMOCPENOBAHHBIX PeaKklMi OKa3blBAIOT MOBPEXAAIOIIEE
NeliCcTBHME Ha TIOIOIUTHI [6, 7].

Co BpeMeH TMepBOro OInucaHus He(PPOTUIECKOTO
CUHIIpOMA KaK IIOMEPYJISIPHOTO 3a00JIeBaHUsI TIEpe Bpa-
yaMU-UCCIeIOBaTeISIMU BCET/Ia CTOsIa 3aaya Tepanuu
HedpoTtrueckoro cuHapoma. Jlo OTKPBITUS TJIOKOKOP-
TUKOWJIOB, KOTOPbIE B HACTOSIIIIEE BPEMSI MCITOIb3YIOTCS
Kak OasucHasi Teparnus He(ppPOTUYECKOTro CHHIpOMa,
JIETCKasi CMEPTHOCTb OT 3a00JIeBaHUs COCTaBJsiIa OoJee
40%, Kak TIpaBWJIO, B pPE3yJbTaTe IMPOTPECCUPOBAHMUS
MOYEYHOM HETOCTATOUHOCTH, Pa3BUTUSI MH(MEKIIMOHHBIX
U1 TPOMOO3MOOIMYECKUX ocioxXHeHuii [1, 4, 8] . C nmosiB-
JICHUEM CTEePOUIHBIX TperapaToB CUTyallUs B JICYCHUU
UIMOTIATUYECKOTO HEe(POTUYECKOTO CUHApPOMA y NeTeid
KapAMHAJIBHO TMOMEHSIaCh, OMHAKO OCTaeTCss MHOXe-
CTBO HepeleHHbIX BOMpocoB. COBpeMEHHBIE CXEMbI
CTEPOUJHON Tepanuu TMO3BOJSIOT NTOOUThCS KIJIMHU-
YecKOW peMuccuu 3a0oJieBaHMSI y TAIIMEHTOB C WIWO-
MaTUYeCKUM HehpoTHUecKUM cuHapoMoM B 80% ciy-
YyaeB, OCTAJIbHbIE MAlIMEHTbl OCTAIOTCS PE3UCTEHTHBIMU
K CTaHAApPTHOM Tepanuu creponnamu |8, 9].

HecMotpst Ha BbICOKYIO 3(h(PeKTUBHOCTH CTEPOUITHOM
Tepanuu, CIEelUaIuCThl CTAJIKUBAIOTCS C TpodieMaMu
BEeIEHUs NeTel, Yy KOTOPbIX HeDPOTUUECKUN CUHAPOM
MMeeT YacToe peluauBUpylolliee TeueHue, dosee 4 pas
B rofi, 1100 (hopMUPYETCS 3aBUCUMOCTb OT CTEPOUTHOM
Tepanuu. [lo MaHHBIM MeXAyHapOIHOW accoluarus
nerckux HedposioroB — International Pediatric Nephrol-
ogy Association (IPNA), npumepHo 50% neteit mocie
MEepBUYHOTO YCIICIIHOTO JieYeHUs HeDpOTUUECKOro
CUHIpOMA TJIOKOKOPTUKOUAAMU OYyIyT HMMETh 4YacToe
peluaInBUpYIOIee TeUeHWe U/UI CTaHYT 3aBUCUMBIMU
OT cTepouaHOM Tepanuu [1, 2].

B xiimHUYeCcKo# TpakTUKe 10 HACTOSIIIEr0 BpeMEH!
HET OJHO3HAYHOTrO TOAXOAa K BEIEHMUIO TallMeHTOB
¢ He(pPOTUUYECKUM CHUHIPOMOM, OCOOEHHO €CIU 3TO
KacaeTcsl najibHeuIero Bbioopa UMMYHOCYITPECCUBHOM
Tepanuu. 3a4acTyl0 BTO CBSI3aHO TOJBKO C TPEAro-
YTeHUSIMU Bpaya, a He ¢ MHAWBUIYAIbHBIMU OCOOEH-
HocTamu nauueHTa [8]. JlaBHO 3amMedyeHO, YTO TeueHue

U KJIMHMYECKash KapTuHa He(POTUYECKOTOo CHHIpPOMa
y JeTeil OTIUYarTcs TOIMMOP(PUIMOM, KOTOPbIit
MPOSIBJISIETCSI B BUJE PA3JIMYHON CTENMEHU aKTUBHO-
cTM He(pPOTUUYECKOTO CHUHIpPOMA U IIMPOKOTO CIIeK-
Tpa TMOOOYHBIX peaklMii Ha CTEPOUIHYIO Teparuio.
ITo naHHBIM KOTOPTHOTO MCCEI0BaHUSI, TIPOBEIEHHOTO
B HupepnaHnpax, MJIMTENbHOCTb CTEPOMIHON Teparuu
B neOroTe 3a00jeBaHMsSI He BJMsJIa Ha 4acTOTYy IOCIe-
IYIOIINX PEIUINBOB; T K€ BBIBOIBI TOJyUYEeHBI U OpU-
TaHCKMMM MCCJIe0BATENISIMU, KOTOPbIE TakxKe Ipoje-
MOHCTPUPOBAJIM OTCYTCTBUE KIMHUYECKM 3HAYUMOTIO
addekTa MINUTENTHLHONM CTEePOMIHONM Tepanmuu AebloTa
HedpoTuueckoro cuHapoma [8, 10, 11].

B cnyyae yacTo pelMAMBUPYIONIETO WIM CTEPOUJI-
3aBUCUMOTO HE(PPOTUUECKOTO0 CHHAPOMA COBPEeMEHHas
TaKTUKa OCHOBaHAa Ha TIPUMEHEHUM MMMYHOCYIIpec-
cuBHOI Tepanuu. M3-3a cepbe3HBIX MTOOOYHBIX 3PdeK-
TOB JUIUTEJILHOTO TIpUeMa KOPTUKOCTEPOWIOB Bpauud
Ha3HavyalT CTePOUIHBIC abIOBAHTHI IJIsI TIOMIEPKAHUS
PEMUCCUM W OTpPaHMYEHUS HAKOIMUTEJbHOTO 3ddeKTa
rroKoKoptukounoB. [lpu BceM MHOrooopasum MMMYy-
HOJIIETIPECCAaHTOB BO3HUKAET BOIPOC O CTpaTerun BIOOpa
MepBOi JIMHUM Tepanuu He(ppPOTUYECKOTO CHUHIpOMA.
IMoTeHIMaTbHBIE PUCKU KaHIUEPOTEHHOCTU, CHIKEHUS
(epTUIBHOCTU B 3HAYUTENbHOW CTENMEHM COKpaTUIU
nokKa3zaHus K TPUMEHEHUIO aJKWJIUPYIOIIMX areHTOB.
Xopolro 3apeKOMEHIOBaIM ce0s1 MHTUOUTOPHI Kajlb-
LHUHEepUHa KakK 3(h(GEeKTUBHBIE WHAYKTOPHI PEMUCCUU
00Jie3HU Y OOJBIIMHCTBA MAlIMEHTOB ¢ HEPPOTUUECKUM
CUHIPOMOM, OJTHAKO (hopMUpOBaHME LIUKIIOCTIOPUHOBOM
3aBUCUMOCTH, pa3BUTHE HEPPOTOKCUYHOCTHU, TMPUCO-
eIMHEHUE apTepualbHOU TUMEPTEH3UU MOTYT CIYXUTh
orpaHUYeHuEeM UX mpuMeHeHwus [ 12].

IIpennonaraercs, YTO cpenu aablOBAHTOB MUKOGdE-
HoylaTa MO(ETWI, aKTUBHYI YacTb KOTOPOTO COCTaB-
JisieT MUKO(eHOJIOBasl KMCJIoTa, HanboJjiee MpearnodT-
TEJbHBIN BapvaHT OJjaromgapsi MEHbIIEMY KOJUYECTBY
HeXeJlaTeJIbHBIX SIBJIEHUI, TIpUEeMJIEeMO TIepeHOCH-
MOCTHM U TIpU 3TOM BbICOKO# 3addextuBHocTH [10, 11].
B xome mpoBeneHmst psiga MCciaenoBaHUT OOHapY:KEHO,
yto MUKO(deHonata ModeTun 3¢h¢GeKTUBEH B OTHOIIE-
HUW CHWXEHUS 4YacTOThl PELMINBOB M TOTPEOHOCTH
B cTepouaax MpU YacTO PELUAMBUPYIOIIEM M CTEpO-
UI3aBUCMMOM HE(PPOTUUYECKOM CUHIpPOME; TIPU BTOM
npernapaT He BbI3bIBaeT HE(POTOKCUYHOCTU U XOPOIIIO
nepeHocurcs. Kpome Toro, MukocdeHosoBasi KUCIOTa
IIMPOKO HCTIONB3YeTCs JUISI TTPODUIAKTUKNA U JICYEHUS
OTTOPKEHUsI TIOYEYHOTO aJIJIOTpaHCIJIaHTaTa, B Tepanuu
BOJlUaHOYHOro Hedputa, UMMyHoOrmooyauH A (IgA)-
HedpomnaTu, MeMOpaHo3HoI HedponaTuum |3, 8, 9].

dapMakoyiornueckoe JIeHCTBUE MUKO(MEHOIOBOIM
KHUCJIOTBI OCHOBAaHO Ha WMHTMOMPOBAHUM CUHTE3a Tya-
HO3MHOBBIX HYKJIEOTHIOB TOCPEICTBOM CEJIEKTUBHOTO
MoJaBJIeHUsI KJItoueBoro ¢pepMeHTa CUHTe3a MypUuHOB —
nHo3MHMOHOMochaTaeruaporeHassl. bnaromaps maH-
HOMY MeXaHu3My MUKodeHosoBasg KuciaoTta 3ddek-
TUBHO MojaBiisieT nponudepanuio T- u B-mumbonuTos,
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MpUYeM B 3HAUMUTEJIbHO OOJIbIIICH CTETeHU, YeM JIPYTux
KJIETOK UIMMYHHOM CUCTeMBbI (CM. puCYHOK) [13, 14].

M3HavanbHO TIpUMEHEHUWE TMpernapaToB MHKode-
HOJIOBOM KHWCJIOThl aKTMBHO HCIIOJIb30BAJIOCh B TpaHC-
TUTAHTOJIOTUY C 1IeJbI0 MPEIOTBPAIleHUs] OTTOPXKEHMUS
TpaHcIlaHTata. MuKodeHosata ModeTw1 IHUPOKO
MPUMEHSIJICS 'y JIeTeil Tocjie TpaHCIUIAaHTallMW cepala,
MoYyeK, TMeYeHU, TEMOIMOITUYECKUX CTBOJIOBBIX KIJIETOK.
B manpHeitnem ¢ pa3BUTHEM KIMHUYECKOU (papMaKoIo-
WU TIperapar CTajJu UCIOIb30BaTh 0oJiee IMPOKO, B TOM
YucIie 151 JJe4eHUst 00IbHBIX TJIOMepYyIoHe(hPUTOM, BOJI-
YaHOUYHBIM HE(PUTOM, PEBMATOUIHBIMU U ayTOUMMYH-
HBIMM 3a0oJieBaHusIMHU [13].

BonbmmHCTBO MccienoBaHuii IO olleHKe 3(PpheKTuB-
HOCTU MUKO(EHOJOBOI KHCJIOTHl B Ka4yeCTBE MMMYHO-
CYMNPECCUBHOMN Teparuy MpOBENeHO Y MallMeHTOB MOcCIIe
TpaHcIIaHTalMM mnouek. Y. Rong mu coast. (2021) [13]
MPeACTaBWIN 000OIIAIIMI MaTepral MO TIOIMYJISIIK-
OHHOI (apMaKOKMHETUKE MUKOMEHOIOBON KUCIOThHI
y JeTeit Mmocjie TpaHCTUIAaHTallMY TTOYKW Ha OCHOBE aHa-
quza 11 KOTOPTHBIX HCClenoBaHWil. BoabIIMHCTBO
WCCIIeOBaHNIT ObLIO OCHOBAHO Ha aHaiM3e (apmako-
IUHAMUKNA C TIOCTPOCHUEM KWHETUKO-IMHAMUYECKUX
MoJiesieli TPOTHO3MpPOBaHUS 3(PHEKTUBHOCT MUKO(De-
HOJIOBOM KMCJIOTBI Ha OCHOBaHMHW JOHOpP-crHenuduye-
CKMX aHTHUTE.

Yro kacaercs He(ppOTMUYECKOTO CUHIpOMA y HETeH,
TO MMeeTCsI TT0 MeHbIIel Mepe 6 paHIOMU3MPOBAHHBIX
WCCIIeI0OBaHN, B KOTOPBIX MPOAEMOHCTPUPOBAHA BHICO-
Kast 3¢ (eKTUBHOCTb MUKO(PEHOIOBOI KUCIOTHI TSI TIPe-
IOTBpAILIEHUsI PELUIMBOB MAMOINATUUYECKOro Hedpo-
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TUYECKOTO CHUHApPOMA KakK y JeTel, TaK U y B3POCIBIX
[15, 16]. Tak, B omHOM 13 uccienoBanmii T. Funatogawa
u coant. (2022) [17] npoaemoHcTpupoBain 3hGHEKTUB-
HOCTb MCIIOJIb30BaHUS MUKO(peHo1aTa ModeTria y 0ojee
200 nmereii ¢ MEepBUYHBIM HE(DPOTUYECKUM CHHIPO-
MOM, KOrJa CTolKasi pemMuccusi He(ppoTUIeCKOro CUH-
JIpoMa oTMedvajiach 6ojiee ueM B 60% ciydaeB CTepoOuI-
3aBUCHMMOTO HE(PPOTUUECKOTO CUHAPOMA.

CylecTByeT MOHSATUE TIOMYJISIIMOHHOM (hapMaKo-
KUHETHMYeCKO W  (apMaKOIMHAMUYECKON MOJeei
NeUcTBUST MUKOGhEHOJIOBO KUCIOThI. [lomynsiiimoHHoe
¢apMakoKMHeTHYeCKOe WM  (hapMaKOIMHAMUIECKOE
MOJEJTMPOBAHUST TPUMEHSIOTCS UISI  XapaKTepUCTUKU
MOJTYYEHHBIX CYYaifHBIX WM KOBaApUAHTHBIX 3((HEKTOB
MukodeHomoBol Kuciaotrel. KoBapuaHTHbIe 3(PdeKTh
MUKO(MEHOJIOBOI KHUCIOTHl CBSI3aHBI C OCOOEHHOCTBIO
CJIOXKHOW JTBOWHOI aOCOPOIIMM B XKEJTyIOUHO-KUIIIEYHOM
TpakTe, a TakKXe ¢ OCOOEHHOCThIO BHTEeprernaTudeckoi
PELMPKYJISIINN MUKO(GEHOJIOBOI KHMCIOTHI ¢ 00pa3o-
BaHMEM KOHBIOTHUPOBAHHBIX META0OJUTOB C TJIIOKYPO-
HUIOM WJIM alWJITTIOKYPOHUIOM, TeHETUYECKUM IO~
Mopdu3Mom Oenka-tiepeHocunka MPR-2, koTopsri
YUYaCTBYET B TPOIleCCe BHYTPUTIEUEHOYHON pPELIMPKYJIs-
nuu. Ha maHHBIE MOMEHT y B3pOCIHIBIX M3BECTHO OoJiee
40 monyISILIMOHHBIX MOJIENIei, TOTIa KaK B IETCKOM TTOTy-
JISIIIAM TIOKA TaKWX TPYIT He ObLTo BeIAeaeHo [13, 15, 17].
HexoTopble nccaemoBaHus yKa3bIBalOT Ha TO, YTO Macca
TeJa MauMeHTa W TOoJUMOpGU3M TeHa TJIIOKYPOHWJI-
TpaHchepassl UGT2B7 BHOCAT 3HAYMTEIbHBIM BKJIAM
B MEXWHIWBHUIYATbHYIO M3MEHYMBOCTh pacTipeaeIeHusT
MUKO(MEHOJI0BOI KMCIOTHI, OCOOEHHO Y JIeTeil, TIepeHec-
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Figure. Diagram of action of mycophenolic acid [14].
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X TpaHCIUTaHTanuio mouyku [13, 15, 18]. Kpome Toro,
I OUEHKU (apMaKOKUHETHKU MOGETUIOBOM KHC-
JIOTBI TIPOBEJICH aHAJIN3 BIUSTHUS psiaa TTOTUMOPGhU3MOB
UGTIA7, UGTIA9, UGT2B7 n ABCBI Ha (apMaKoKu-
HETUKY MO(ETWIOBOI KHUCIOTHI. B Xome mcciaenoBaHus
MMOKAa3aHO, YTO TOBBIIIEHHAST SKCITO3UIINSA U CHUKEHUE
MOYEUHOTO KJIMpeHca MUKO(MEHOIbHON KUCIOTHI OOHA-
pYXXeHBbl y TMalMeHTOB, Hecyliux BapuaHT B UGT2B7
(C802T), a nauMeHTHhl, KOTOPbIe ObLTA TeTePO3UTOTHBIMU
st momumopdusma UGTIA7 (T622C), otnndanich yBe-
JIMYEHHBIM OPAJTbHBIM KJIUPEHCOM M YMEHbIIIEHUEM MaK-
CUMaJIbHOW KOHIIEHTpallMM Iipemnapara B Iiasme [19].
Takum 00pa3oM, yYWUTHIBasSi WHIWBUAYAIbHYIO (hapma-
KOIWHAMUKY, (apMaKOKUHETHKY, (apMaKOTeHETUKY,
MOXHO CITPOTHO3MPOBATh OTBET Ha Tepamnuio MUKOde-
HOJIOBOM KMCJIOTOW M TMOA00paTh 1IeJIEBYIO JTO3MPOBKY
C y4eTOM 0CcOOeHHOCTe maueHTos [5, 20].

K coxaneHuto, n3-3a 10CTaTOUYHO CJIOXHOM hapma-
KOKWHETUKN MHMKO(hEHOJIOBOM KHMCJIOTHI B JIUTEpaType
MpeACTaBICHBl JIMITb HEMHOTOYUCICHHBIE WCCIEen0-
BaHUs, MPOBEAECHHBIE Y IeTell ¢ HePOTUUECKUM CUH-
npomMoM. JIJIsi OLEHKW WHAWBHUIYAJTbHOTO TepareBTH-
yeckoro adpdexra MUKO(PEHOIOBOM KUCIOTHl B CBI3U
C €€ CIOXHOW M U3MEHYMBON (hapMaKOKMHETUKOM
OIHUM U3 TIePCMEKTUBHBIX METOMOB TPU3HAH METOJ
cTpaTteTMu orpaHu4yeHHoro oroopa mpo6 (limited sam-
pling strategy — LSS) [21]. [laHHast cTpaterusi 1mMo3BO-
JISIET OLIEHMBaTh KOHIEHTPAIMI0 aKTUBHOW MUKOhe-
HOJIOBOW KUCJIOTHI B pa3IMYHbIe TTPOMEXKYTKN BpeMeHU
(rutomank 1moa  (apMaKOKMHETUYECKOW KpUBOM —
AUC) Ha ocHOBe BCEro HeCKOJbKUX 00pas3lioB KPOBU
BMECTO TPYAOEMKOI0, JTOPOTOCTOSIIIETO M Heymno0-
HOTO IS TTAalIMEHTOB MeToja coopa oT 8 mo 15 obpas-
IIOB KPOBU B TedyeHUe 12 9 IJIsT TIOJyYEeHUs TOJTHOTO
dapmakokuHeTnyeckoro mpodwns. Ilpu cTpareruu
OrpaHUYEHHOTro O0TOOpa MPOO MOXET ObITh MPUMEHEH
OaiiecoBckuil moaxon (Teopusi B 00JIaCTU CTaTUCTUKM,
OCHOBaHHas1 Ha 06alieCOBCKOW WHTEpIIpeTallii Bepo-
SITHOCTW) WJW aHajiu3 MHOXECTBeHHON JIMHEHHOM
perpeccuu (multiple linear regression — MLR), B Koto-
POM HCTIONIB3YeTCs YypaBHEHUE, TOJydeHHOEe M3 TIolla-
TOBOT'O PErpecCMOHHOTO aHajn3a Ha OCHOBE KOHIIEH-
Tpaluii, M3MEPEHHBbIX 4Yepe3 3apaHee OIlpelnesieHHOe
BpeMsI mocyie BBeneHus 1036l [21, 22]. S. Tellier u coaBT.
(2016) [23] mpoBenmu pPeTPOCHEKTUBHOE MHOTOLIEH-
TPOBOE HCCle0oBaHNEe, B KOTOPOE ObLIM BKIIIOYEHBI 95
JIeTel CO CTEPOUA3aBUCUMBIM HE(PPOTUUECKUM CUHIPO-
MOM, TIOJIy4aBIINX MUKOGEHOJIaT MOMETU B IOMOJ-
HEeHUe K CTepOuAHON Tepanuu uinu 6e3 Hee. [lmomanb
MMOJ KPUBOM KOHIIEHTpalUs—BpeMss MHUKO(MEHOJOBOM
KUCIIOTHI OTIPEEISIIA Y BCeX AeTeil Ha OCHOBE BpeMeHU
ot6opa 1pob yepe3 20, 60 u 180 MUH TMOCIE BBEAEHMUS
IO3bl C HCITOJIb30BaHUEM 0alieCOBCKOI CTaTUCTUKHU,
MPY 3TOM CBSI3b MEXIY IMOPOTOBBIM 3HAYEHUEM IIJIO-
Maau TION KPUBOW KOHIIEHTpALIUSI—BpEeMsT MUKO(de-
HOJIOBOI KHWCJIOTHI M YacTOTOM pELMAMBOB OlLIEHWBAU
C WCIIOJIb30BaHWEM OTpUILATEIbHON OWHOMMWAILHOM

MOJIIeJIM, KOTopasi BKJlouyajia T10JI, BO3pacT B Hauale
3a00s1eBaHMsI, BpeMs 0 Hayaja rpueMa MUKoheHOI0-
BOM KUCJIOTBI, TPEAIIECTBYIONIYI0O UMMYHOMOIYIUPY-
IOIIYI0 U CTEPOUIIHYIO Tepanuio. B pe3ynbrare maHHOTO
nccienoBanus y 53 (38%) malmeHTOB MmoKa3aHa Tepco-
HaJIM3UpoOBaHHAs afamnTalvs K TO3UPOBKe IMpernapaTa
IUIST TOCTVDKEHUST O00JIaCTH 1IEJIEBOM KOHIIEHTpalluu
Ha AUC, yactora peuraInBOB CTEPOUITOPE3UCTEHTHOTO
cuHnpoma yMmeHbinasacb Ha AUC-mukodeHosoBas
KMUcaoTa >45 Mr-u/ia. AHallorTMYHbIe pe3ybTaThl MPO-
IeMOHCTpUpoBaHbEl B wucciaegoBanum J. Gellermann
U coaBT. [24], Koraga yacTtoTa peuUaAMBOB HehpOTUYE-
CKOTo cuHApoma Obla jocTtoBepHo Huxe Ha AUC-
MukodeHonoBas Kuciora >50 Mr-u/J.

C y4YeTOM HEMHOTOUYMCIEHHBIX HWCCIEIOBaHUIA,
MOCBSIIEHHBIX (papMaKOAMHAMUKE MUKO(EHOJOBOM
KUCJIOTBI, OCOOEHHO B JETCKOM BO3pacTe, MpU pas3inyd-
HBIX KIMHUYECKUX W MOPGOJIOTMYECKUX BapHaHTax
He(pOTHUECKOTO CUHAPOMA B HACTOSIIIIEE BpeMsI BO3HU-
KaeT HeOOXOIMMOCTh B HOMOJHUTEIbHBIX MEPCIIEKTHB-
HBIX MCCIIEIOBAHUSX JIJIST OTIpeIe/ICHUS] He TOJIBKO OTTH-
MasibHOTO 1eeBoro mnokasatesist AUC-MukodeHonoBast
KHCIIOTa B JETCKOM TOMYyJISIUUM, HO W OMpeaese-
HUS B KadyecTBe CKPUHUHTA TTOPOTOBOTO 3HAYEHUS
C0O-MuKkodeHomoBasi KUCI0Ta, YTO TO3BOJUT OLIEHUTH
3 (HEKTUBHOCTL TepalmMy B aMOYJIaTOPHON KIMHMUYE-
CKOM MpaKTUKe, TeM caMbIM O00eCHeurB JTOCTYITHBIM
JIEKapCTBEHHBI MOHUTOPHHT.

TTomumo omnpeeneHUsI KOHIIEHTPpAU MUKO(EHOJT0-
BOI KHUCJIOTHI, B paMKaX JIEKADCTBEHHOTO MOHUTOPUHTA
B Hacrosilee BpeMsi 00CYKIaeTCsl BOTIPOC OMpeIeIeHUSI
AKTUBHOCTU WHO3UH-5’-MoHO(pochaTnernaporeHasbl
(inosine-5’-monophosphate dehydrogenase — IMPDH)
B Tmepudepuueckoit kposu [25, 26]. HNHO3MH-5-
MoHodochaTaeruaporeHasa MpeaCTaBIsIeT coboit
MYPUHOBBI OMOCUHTETMYECKUIT (EepMEHT, KOTOPBIi
KaTaJIM3UPyeT 3aBUCUMOE OT HUKOTMHAMUIAIECHUHI-
HYKJIEOTHIIa OKMCJIEHUE MHO3MHMOHOdOochaTa 10 KcaH-
TO3MHMOHOMOCHATa, MEPBBIA U JTUMHUTHPYIOIIUN CKO-
POCTBH 3Tam Ha MyTH K OUOCUHTE3Y de novo TYaHUHOBBIX
HYKJIEOTUIIOB M3 MHO3MHMOHO(MochaTa [27]. OcHOBHas
¢ynkuust IMPDH — perynsgtopHoe BiausiHME Ha BHY-
TPUKJIETOUHBINM Ty TYaHWHOBBIX HYKJICOTHIOB, W, Clie-
JOBATEeJIbHO, 3TOT (PepMEHT WrpaeT KIIOYEBYIO pPOJIb
B cuHTede JJIHK n PHK, nepemaun curnanos, nepeHoca
SHEPruU, CUHTE3a TIMKOMPOTEUMHOB, a TAKXKe BO MHOTHUX
JIPYTUX TIpolieccaX, KOTOpPhIEe Y4acTBYIOT B MpoJudepa-
UM KJIETOK [25].

B kauectBe mpuMepa UCIOJb30BaHUS WHO3UH-5'-
MoHodochaTaeruaporeHasbl B KJIMHUYECKOW Tpak-
TUKE MOXHO TpuBecTu paboty J. Sobiak u coasr. [26].
B cBoeM mccienoBaHUM aBTOPBI PACCUMTHIBAIM aKTHB-
Hoctb IMPDH Ha ocHoBaHum omnpeneiaeHUs KOHIIEH-
TpalMM KCaHTO3WHMOHO(ochaTa M HOpPMaIM30BaH-
Horo aaeHo3uHMoHodochaTa. Ha ocHoBaHMM aHanu3a
JaHHBIX 12 mamuyeHToB OT 6 mo 14 ner ¢ Hedporuue-
CKUM CHHAPOMOM, TOJYYalOIINX Tepanuio MUKO(MEHO-
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JlatTa Mo(eTuna, ycTaHOBJIIeHa oOpaTHasi 3aBUCHMOCTb
AKTUBHOCTU MHO3MH-5"-MoHOdochaTaeruaporeHa3bl
OT KOHIEHTpPAllMY MUKO(MEHOJIOBON KMUCIOTHl B KPOBH;
TakK, TIpY MaKCUMaJIbHOW €€ KOHLIEHTpaluu 4epe3 2 4
rnocjie mpueMa MuKodeHosiata ModeTuaa aKTUBHOCTb
IMPDH 6bi1a MuHuManbHoO# [26]. B nuteparype nme-
I0TCSl TaKXKe JaHHBIE 0 3HaYeHuu onpeneneHuss IMPDH
y MalUMEeHTOB, TOJIyJyalIlIX MMMYHOCYIPECCUBHYIO
Teparnuio 1Mocjie TpaHCIUIAaHTAllMU MOYku. B koroptHom
npocneKTuBHOM uccienoBanun W. Winnicki u coaBr.
(2022) [28] mnpencraBieHbl JaHHBIE T10 AKTUBHOCTH
IMPDH y 277 maumeHTOB ¢ TpaHCIUIaHTallMei TOYKU
U YCTAHOBJICHO, YTO MALMEHTHI C TOBBIIIEHHOW aKTHB-
Hocthio IMPDH wmmenu Gosiee BBICOKMIT PUCK OTTOP-
JKeHUsI TpaHcIulaHTaTa. TakuMm oOpa3om, McCenoBaHUe
aktuBHocT IMPDH MoXeT ciaykuth moTeHIMATLHBIM
dapMakoguHaAMHUUYECKUM OMOMapKepoM ISl OTpeseie-
HUs 3(PHEKTUBHOCTU UCITOJb30BaHUS MUKO(EHOIOBOM
KHCJIOTHI B KAayeCcTBe MMMYHOCYNPECCUBHOI Teparuu
HE TOJIBKO Y MallMeHTOB ¢ HE(POTUIECKUM CUHAPOMOM,
HO U B TPAHCTUIAHTOJIOTUH.

Haub6onee yacto MukodeHoi0oBasi KMCIOTa Ha3Haya-
ercst Ha (hoHEe TIOJIHOM KIMHUKO-J1a00paTOPHOI pemMuc-
cuu He(PPOTUYECKOro CHUHApPOMA TOCe €€ WHIYKIIUU
crepouaHbIMU penapaTaMu. OTHaKO BO3HUKAET BOIPOC
WCTIOIb30BaHUST MUKO(EHOJIOBOM KUCIOTHI B TEX CUTYya-
LIUSIX, KOT/A TOJIHAsi PeMUCCUST He IOCTUTHYTA U Y MallK-
eHTa coxpaHsieTcsl TipoTeuHypus. WMccienosarensmu
3aM@UYEHO, 4YTO KIMPEHC MUKO(DEHOJOBOW KUCIOThI
MPU aKTUBHOM HEe(POTUYECKOM CHHAPOME OyIeT OTJIM-
YyaTcsl ¥ 3TO TIPEXKIIe BCETO CBSA3aHO C YPOBHEM aJIbOyMUHA
B KPOBM, UTO OOBSICHSIETCSI 0cO00i (hapMaKOIMHAMUKOM
npenapaTta. OTMEUYeHO, YTO TIPU YBEJIMYEHUM CBSI3bIBA-
HUsI MUKO(MEHOJIOBON KUCIOTHI C albOYyMUHOM HaOJi0-
JlaeTcsl YMEHbIIIeHWE KOJMUYecTBa CBOOOMHON (pakuuu
MUKO(MEHOJIOBON KUCIOTHI B KPOBU M CHUXKEHUE MHTU-
oupoBaHus akTuBHOCTH (pepmeHTa IMPDH, u Haob6o-
pOT, TIpU YBEJIMYEHMU CBOOOIHON (pakimm Muxode-
HOJIOBOM KMCJIOTHI TIOBbIIIaeTcss aktuBHocTh IMPDH,
YTO MOXKET CIIYXXUTb TMPUUYMHON BBICOKOTO PUCKA pelu-
nrBa HedpoTrudeckoro cuHapoma [29, 30].

Kpome Toro, ocraercst OTKpPBITHIM BOIPOC O Hayaje
npueMa  MUKO(MEHOJIOBOW  KMCJIOTBI, a WMEHHO
MPU KaKoM YypOBHE ajbOyMMHa B CBHIBOPOTKE KPOBU
MOXHO OXUAaThb TMOJIOXKUTEIbHBIN 3(deKT HayaToi
MMMYHOCYTIPECCUBHOI Tepanuu. B nutepatype Tmpu-
BOISITCSl JAHHBIE, YTO HU3KOE CONepKaHue ajbOyMHHA
B CBIBOPOTKE KPOBHM, MUKPOAJIbOYMUHYPUSI, TTPOTEUHY-
pusi, BBICOKWI YPOBEHb TPUTJIULEPUIOB, HU3KUI rema-
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