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B crarbe oOCyxknaercss coBpeMeHHOE COCTOSIHME NMPOOJIeMbl OKA3AHUS NMEPCOHATM3MPOBAHHONW MEIMIMHCKOM MOMOIIM HOBOPO-
JKIEHHBIM C HAPYHIEHUSIMH YIJIEBOJHOTO OOMEHA: HEOHATAJIHBIN AMA0ET W BPOXKIEHHbIH rHUNepUHCYIMHI3M. PaccMoTpeHbl 0CHO-
BaHHbIE HA Pe3YJIBTATAX MOJIEKY/ISPHO-TEHETHYECKOTO MCC/IEe0BAHMS MOAXO0/AbI K JIHATHOCTHKE, NMPOTHO3Y TeYeHusi 3a00JieBaHus,
BbIOOPY TAKTHKHM JieueHus U oueHke ero a¢dexTnBHocTU. [lokazaHo, 4To BHeIpeHHe B KIMHUYECKYIO MPAKTHKY MPUHIMIIOB MEPCO-
HAJIM3MPOBAHHON MeIUIMHbBI CIIOCOOCTBOBAJIO MOBBINIEHUI0 KAYECTBA OKA3AHUSA MEIUIMHCKOl MOMOIIM HOBOPOXKIEHHBIM C 3H/I0-
KPMHHBIMH 3200/I€BAHMSMHI ¥ 000CHOBAJIO HATIPABJIEHUS JAJIbHEIIEro Pa3BUTHS HEOHATAJIbHOI SHIOKPUHOJIOTHH.
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The article discusses the current state of the problem of providing personalized medical care to newborns with impaired carbohydrate
metabolism: neonatal diabetes and congenital hyperinsulinism. Approaches to the diagnosis, prognosis of the disease, the choice
of treatment and the evaluation of its effectiveness, based on the results of molecular and genetic research, are considered. It is shown
that the introduction into clinical practice of the principles of the personalized medicine contributed to improving the quality of med-
ical care for newborns with endocrine diseases and substantiated the directions for the further development of neonatal endocrinology.
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HepCOHaanpOBaHHaﬂ MeIWIIHA — OTHOCUTEIIEHO
HOBOC HaIlpaBJICHWE COBPEMEHHOIO 3Tala pas-
BUTUSI MEIUIIMHBI, OCOOEHHO B 00JIaCTU HEOHATaJIbHOM
SHIOKpUHOJOTUY. [laHHOE HaIlpaBJIcHHE Hepa3phIBHO
CBS3aHO C MOJIEKY/ISIPHOW MEIULIMHON, BO MHOTOM 00ec-
TTEYNBAIOIICH CTAHOBJIICHWE COOTBETCTBYIOIINX WHHOBA-
LIMOHHBIX TEXHOJIOTUIi, 0a3UPYIONIMXCS Ha KJIETOUHBIX
1 OMOMOJIEKYIISIPHBIX METOIAX, CPENCTBAX TMAarHOCTUKH,
MMPOMMITAKTUKY, JICUCHUsS] W PeaOWIMTALINKM, KOTOPBIE
TTO3BOJISIIOT CYIIECTBEHHO TTOBBICUTH Ka4eCTBO OKa3aHMUsI
MEIMLIMHCKON MoMoLIM nauueHTam [1, 2].

B nocieHMe TOMBI B HEOHATATBHOM SHIOKPUHOJIOTUT
IIEPCOHAIM3UPOBAHHAs MEAMLMHA, OTTAJIKWBAIOLLASCS
OT OCOOCHHOCTE TeHOMa KOHKPETHOTO WHIWBHMIyyMa,
VCIIEIITHO TIEPEXOIUT U3 cepbl HAYIHBIX MCCICIOBAHUI
B cdepy IpaKTHYECKOTO 3mpaBooxpaHeHms. Hawmboiee
SIPKUM TIPIMEPOM TTOIOOHOI CUTYaIllMM CITyKaT 3a00j1e-
BaHMS, TIPOSIBIISIONINECS HAPYIICHUSIMUA YTJIEBOIHOTO
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06MCHa, KOTOPBLIC Y HOBOPOXIECHHBLIX MOTYT COITPOBO-
XKIATbCSA PA3BUTUEM KPUTUYECKUX COCTOSHUM C HeOna-
TOIIPUATHBIM UCXOOOM.

HeoHaTanbHbIi1 caxapHblit auadeT

B HacTostimee BpeMsl HeOHATaJIbHBI CaXapHBIN
nuabeT OOBEHMHSIET TPYINITYy TeTePOreHHBIX IO 3THO-
JIOTUU, TIaTOTeHe3y M KIMHWYECKOW KapTHHE 3abojie-
BaHUIi, COMPOBOXIAIOUIUXCA CTONKON (Oosiee 2 Hem)
TUTICPIIIMKEMHCH y TeTeil TIepBhIX 6 Mec XU3HU U Tpeoy-
folllell Ha3HAYeHMsI caxapoCHITKaromieir Tepanuu. Heo-
HaTaJIbHBIN TabeT OTHOCUTCS K MOHOTEHHBIM (hopMam
caxapHOro aWabeTa W SIBISIETCSl PEOKOW ITaToJIoTHEH
Cpeou pa3IMYHbBIX BapMaHTOB HAPYIICHWI YTJIIEBOIHOTO
obMeHa. B Hacrosiiiee BpeMst B OOJIBIITUHCTBE €BPOIICH-
CKHUX CTpaH YacTOTa HEOHATAJIBHOTO MruabeTa COCTaBIIIET
1:160 ThIc. — 300 ThIC. HOBOPOXIEHHBIX. B 3aBUCHMMOCTH
OT TIPONOJDKUTETBHOCTH CaXapOCHIDKAIOIIEH Teparmuu
BBIICIISIIOT 2 (hOpMBI HeOHaTaTbHOTO muabera: Tepma-
HEHTHYIO, TP KOTOPOU TpeOyeTcs JIeYeHUEe B TeUCHUE
BCell XKM3HU, W TPAaH3UTOPHYIO, TIPX KOTOPOU HACTyIaeT
CTamvst PEMUCCHUM Yepe3 HECKOJIbKO HelleNIb YT MECSITICB
C BEPOSITHOCTBIO PElMAMBA TUNEPIIMKEMUU B TTOCIENY-
jo1Me nepuonbl xkusHu. Kaxnas uz ¢hopm, B CBoOlo ove-
penb, TAKXKE OTHOCUTCS K TETEPOTCHHBIM COCTOSTHUSIM.
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[IpoBeneHHBIE B TIOCIICHHHWE TOIBI WCCIICIOBAHUS
TTO3BOJIMUIA B OCHOBHOM pacIii(poBaTh T'€HETHUYCCKYIO
OCHOBY HEOHATaJIbHOTO muabeTa. YKe ONHMcaHO Oolee
30 reHeTMYECKUX CYOTHIIOB 3TOTO 3a00JIeBaHMsI, OTHAKO
6omee yeM B 20% ciydaeB TeHeTWUYEeCKash aHOMAJWS,
OTBETCTBCHHAS 32 Pa3BUTHE 3a00I€BaHNS, OCTACTCS HEU3-
BECTHOM, M MOJICKY/ISIPHO-TEHETHIECKUE HCCIICIOBaHMS
B 3TOM HaIlpaBJIeHUM aKTUBHO TIpojoJrkatoTcs |3, 4].

Knuanyeckn BepuduIIMpoBaTh pasindHbie (HOPMBI
HEOHATAJIbHOTO nrabeTa JTOCTaTOYHO CIIOXKHO, TakK
KakK ero TposiBJCHMSI KpaliHe HecrneuududHbl. JleOroT
3a00JieBaHUS MOXKET KaK HOCUTh MaJOCHMITTOMHBII
XapakTep, TaK ¥ HaYMHATBhCS C KIIACCHUYCCKMX IPOSB-
JICHWIA caXxapHOTO MrabeTa BIUIOTh 0 Pa3BUTHS KETOAIIN -
MOTHYECKON KOMBI.

Yame caxapHblii [uabeT BO3HMKAET KakK W30JUpPO-
BaHHOE HapyIIeHUE, TTOCKOJIBKY YacTh T€HOB, OTBETCT-
BEHHBIX 3a DPa3BUTHE 3a00JIEBaHMSI, SKCIIPECCUPYETCS
TOJIBKO B B-KJIeTKaX MOKETyI0YHOM XKeJe3bl. Ipyrue xe
TeHBI CITOCOOHBI 3KCIPECCUPOBAThCS B Pa3HBIX TKAHSIX,
YTO KIIMHUYECKU TIPOSIBISICTCS Pa3IMYHBIMU BHETTaH-
KpeaTUIeCKUMU TpU3HAKaMH, COBOKYITHOCTb KOTOPBIX
BBIIEJICHa B KOHKPETHBIC CUHAPOMBI. [JId TallMeHTOB
C CHHIPOMAJIBHOW ITaTOJIOTHEH paHHSSI TeHeTHYecKast
MMAarHOCTUKA KpaitHe BaXKHa, TaK KaK IMO3BOJISIET IIPOTHO-
3UpOBaTh KIMHUYECKOE TCUCHHWE, MOSBJICHUE TOIOTHMU-
TEJIPHOW CUMIITOMATUKU W OTPEACTIATh PallMOHATBHYIO
TaKTHUKY JICUCHUS.

Hanpumep, cunapom Yonkorra—PamincoHa, cBsi-
3aHHBI C OWalIeNbHbIMU MyTauusiMu reHa EIF2AK3
(3yKapuoTHyecKuii (hakTop WHHITMAIIUN TPAHCIISIIAN
20-K1Ha3bI-3), XapaKTepu3yeTcsl paHHUM JIe00TOM ara-
0eTa, CMOHAWIOINMUGU3APHON AUCTIIA3Ue U peluaun-
BUpYIOLICH nuchyHKIIMEN MeyeHu u/uiau modek. Puck
TSDKEJIOTO TTOPaKeHUST TICUCHN Y MMAIIMeHTOB ¢ TaHHBIM
CUHIPOMOM OTpaHWYWBacT TIPUMEHEHHWE TOTCHIIN-
ThHO TEMATOTOKCUYHBIX JICKAPCTBCHHBIX ITPETIapaToB,
a TaKoKe OTePaTUBHBIX Y TUArHOCTHYCCKUX MAHUITYJISIITI
o1 O01IIeit aHecTe3ueii |5, 6].

IPEX-cunmpom (Immune dysregulation, polyendocr-
inopathy, enteropathy, X-linked syndrome), wim X-cie-
IUICHHBI CUHAPOM MMMYHHOMW IMCPETYJISIINU, TTOJMSH-
TOKPWHOITATHY U SHTEPOTIATUY, CBSI3aHHBII C MYTaIIASIMA
reHa FOXP3 (T-KJIETOYHOTO pETYJISITOPHOTO TeHa),
XapaKTepHU3yeTcsT y MJIaIeHIIeB MYXKCKOTO IT0JIla coJeTa-
HHMEM HEOHATaJIbHOTO mrabeTa ¢ MMMYHHBIMU Hapylile-
HUSIMU (MMMYHOIEMULIMT U/WIA OMacHble ISl KU3HU
WHGEKINN), KIMHIYIECKHN TIPOSBISTIOIINMHUCS XpOHUIe-
CKOIl Irapeeil, ayTOMMMYHHBIM THUPECOUINUTOM, aTOITH-
YeCKMM IepMAaTUTOM, aHeMuell. BrwIaBieHMe Myrtamuit
B rTeHe FOXP3 HeobOXoauMo IS CBOEBPEMEHHOIO
Ha3HAUYCHMs ITaTOTCHETHYCCKON MMMYHOCYITPECCUBHOMN
Tepary W PelIeHrs BOIIpoca O TPaHCIUTAHTAIIUHA KOCT-
Horo moara [7-9].

CrnemyeT 0cOOEHHO TOMYEPKHYTh, YTO B HACTOSIIIEE
BpeMsI OTIpe/ie]IeHNe TeHETHISCKON TPHYMHBI 3a0oite-
BaHWSI — HE TOJBKO «30JIOTOW CTaHIAPT» THAarHOCTUKHU

HEeoHaTaJlbHOrO caxapHoro auadera, HO W HeobOXo-
NIMMOE YCJIOBUE MJIsI MEePCOHATM3UPOBAHHOIO MOJXOIa
K JIeUeHUI0 OOJIbHBIX TaHHOM Kateropuu |3, 4, 10].

PaHee mnpu HeoHaTaJbHOM [HabeTe, HE3aBUCHUMO
OT MPUYMHBI U (HOPMbI 3a00JeBaHUsI, €AUHCTBEHHBIM
CPEelICTBOM KOPPEKIMU TUIEPIIMKEMUU ObLla WHCYIU-
Hotepanus. OaHako MPUMEHEHUE WHCYJIMHOTEeparnuu,
B TOM YMCJIE B BUAE MOCTOSSHHON MOAKOXHON MHGY3UH,
B TMEpBbIA Mecsl] XW3HM acCOUMMpPOBaHO ¢ OoJsee
BBICOKUM PUCKOM pa3BUTUS TUMOMIMKEMUU. JlaHHbBIA
(bakt 0OBsICHSIET HEOOXOAMMOCTh MTOMCKA ONTUMAJIBHOTO
HEMHBA3WBHOTO METOAa KOPPEKIUM TUIEePIIUKEMUN
Y HOBOPOXIECHHBIX.

[TokazaHo, 4YTO TMALMEHThl C HEOHATAJIbHBIM
caxapHbIM AMabeTOM, CBSI3aHHBIM C MYTalMSIMU TE€HOB
AT®-qyBCTBUTEIBPHBIX KaJUEBBIX KaHAJIOB (aKTUBUPY-
rore myrauun reHoB KCNJI11, xompupytoliero cyobe-
muHubl 6enka KIR6.2, 1 ABCCS, KomupyroIero cyonb-
equaulbl O6enka SURI), Moryr ycmemrHo JIeYUThCS
TabJIETUPOBAHHBIMU ~ MpenapataMu  CyJb(MOHUIMOYE-
BUHBI, JOCTUTasl JIy4IIeTO TJIMKEMUYECKOTO KOHTPOJIs
10 CPaBHEHMUIO C Tepanueil UHCYJIMHOM, 0e3 YBeTMUYeHUs
pucka pasButusi rurnormmkemuu [11—13]. Omy6auko-
BaHbl JaHHbIEe 00 3(P(EKTUBHOCTU M OE30MACHOCTU
MpUMEHEHMsI Ha TpoTsokeHuu Oojee 10 jeT mpena-
paToB CyJIb(OOHWIMOUYEBMHBI B BHICOKMX /103aX Y IMallu-
eHToB ¢ MmyTtauusmu KCNJI11 [14]. Jpyrumu cioBaMH,
B NAHHOUW CUTyallUM WHIMBUIYaTU3UPOBAHHAs IMArHO-
CTUKA TIO3BOJISIET HE TOJBKO MOBBICUTH 3(PHEKTUBHOCTD
Tepanuyd U CHU3UTh YaCTOTY HeXelaTeJlbHbIX peakiluit,
HO U (C y4eTOM MepMaHEHTHOTO XapakTepa TeUeHusl Heo-
HaTaJlbHOTO A1abeTa y O0JbIIMHCTBA MAIUEHTOB ¢ MyTa-
mussmu KCNJ11) yMeHbIIUTh MHBa3UBHOCTb U CTOMMOCTh
JIeYeHUs B CBSI3U C 3aMEHOIN MHCYJIMHOTEpanuy Ha mpe-
napatbl CyJabOOHUIMOYEBUHBI.

OmHaKo maxe B cIydae MyTalllii OMHOMMEHHBIX TCHOB
CYIIECTBYET 3HAUUTEIbHAsI T€TEPOTeHHOCTh 3a00JeBaHUS
y MalMEeHTOB, OMNpenesionas pa3iuiusl B YyBCTBUTEb-
HOCTU K TIEpOpaJIbHON caxapoCHMXKaloLEelH Tepanuu
C HaJlMYuMeM PEe3UCTEHTHBIX (POpM, UTO ObUIO OMHUCAHO
npu myTtauusix B reHe KCNJ11. Bpicokasi 4yBCTBUTEb-
HOCTb K TpernaparaM CyJb(MOHUIMOUYEBUHBI XapaKTepHa
JUTSL MyTalMi, TPUBOISIINX K 3aMeHEe aMMHOKUCIOTHbBIX
OCTaTKOB, y4acTByIoIux B hopmupoBann ATD-cBs3bI-
Baroniero noMeHa («binding site») 1 HapyIIEHHUIO B3aUMO-
nevictBus KIR6.2 cyobennauibl ¢ ATD («binding-mu-
tation»), a HM3Kas — I MyTalluii, PacloJOXEHHbIX
B TOpooOpasylonieM pernoHe, B paiioHe GopMUpPOBaHUs
«BOPOTHOW TETIN» U B PallOHE «CKOJB3SAIIEN CITUpaIn»
(«gating mutation») [15]. CoOTBEeTCTBEHHO MJis TIpaKTH-
YECKOI IeSITeIbHOCTHU B IJIaHe BbIOOPA TAKTUKY JICUSHUST
MalMEHTOB C HEOHATaJlbHbIM JIUA0ETOM HEOOXOAMMO
YTOUHEHME XapaKTepa MyTalui.

Enle onmMH mnpakTUYeCKM BaXXHbI BOMpoc —
0 MEIUKO-TeHETUYECKOM KOHCYJbTUPOBAHUU CEMENt,
MMEIoUIMX JeTeil ¢ HeoHaTaJbHbIM CaxapHbIM Jua-
0eToM. DBOJBIIMHCTBO BBISIBIEHHBIX MYyTallMil OTHO-
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cATCS K CIIOHTAHHBIM, YacTb IlepemaeTcsl M0 Haclell-
ctBy. Hanpumep, aktupupytomue wmyrauuu KCNJI11
BCeTIa TeTepPO3UTOTHHI (ayTOCOMHO-IOMUHAHTHBIN THIT
HacyenoBaHusl), okono 90% 3Tux MyTanuit BO3HWUKAeT
de novo, T.e. B ceMeITHOM aHaMHe3¢ HeOHATaTbHBIN TadeT
orcyTcTBYeT. Ilpy 3TOM pHCK BO3HMKHOBEHMS OMabeTa
y OymyImmx neteit 6orpHOTO pebeHKa cocTapisieT 50%.
Taxum 06pa3oM, TeHETUIECKOE TECTUPOBAHME C YCTa-
HOBJICHMEM KOHKPETHOTO TIOATHIIA HEOHATaJIEHOTO
caxapHOTo mrabeTa CTAHOBUTCSI BaXKHBIM MHCTPYMEHTOM
B pyKaX KIMHUIIUCTAa, OIPEHES IePCOHATM3NPO-
BaHHBII TTOIXO K JICUCHUIO W TIPOTHO3Y 3a00JIeBaHMS.

BpoXAaeHHbI rMnepuHCYIMHU3M

JpyruM COCTOSTHHEM, KOTOPOE B OTCYTCTBHE CBOCB-
PEMEHHON TUATHOCTMKW W JICYCHHMS] MOXKET TIPUBOIMTH
K CMEpTH TAIlMEHTOB B HEOHATAJIHPHOM W TPYIHOM BO3-
pacTe WJIM BBI3BIBATh TSIKEIBIC TTOCIICACTBUS B BUIE SITH-
JISTICUH, TIOTEPH 3PSHUS U IPYTUX HEBPOJIOTMUECKIX PAC-
CTPOMCTB, SIBJISICTCS BPOKICHHBIN TUTICPUHCYIMHU3M.
DTo HaclleICTBEHHOE 3a00JIeBaHWE, XapaKTePU3YeTCs
HealleKBaTHOM THUIIepCeKperueil MHCYIMHA [-KIeTKaMu
TTOIKETYIOYHOM KeJie3bl, YTO MPUBOANT K DPa3BUTHIO
TMIIOTJIMKEMUYECKIX ~ COCTOSTHME.  PacmpocTpaHeH-
HOCTh BPOXICHHOTO TUIIEPUHCYJIMHU3MA COCTABISIET
B cpenHeM 1:30000—1:50000 >XMBBIX HOBOPOXICHHBIX,
a B TIOMYyJSIIHUSIX C BBICOKUM YPOBHEM OJM3KOPOICT-
BEHHBIX 6pakoB — 1:2500 3KMBBIX HOBOPOXKIECHHBIX [ 16].

B Hacrosiiiee BpeMsI YCTaHOBIICHO, YTO B OCHOBE
BPOXIECHHOTO THMIECPUHCYJIMHA3MA JIeXKaT JeheKThl
mo MeHblIeir Mepe 11 pasnuuHbIx reHoB. HaumbGoiee
yacTtasi MpUYMHA — WHAKTUBUPYIOIIME MYyTallUM T'€HOB
KCNJ11n ABCCS, xonnpyrommx 6enku ATD-3aBHCUMBIX
KaJIUEBBIX KaHAJIOB B-KJIETOK ITOMKEITYIOIHON JKEJIe3Hl.
OnucanHo 6osee 400 MHAKTUBUPYIOIIMX MYyTallMii B TeHE
ABCCS n oxono 70 myrauuii B renHe KCNJ11. Myrauuun
YKa3aHHBIX TEHOB MOTYT HAacJeoOBaThCS KaK IO ayTo-
COMHO-PEILIECCUBHOMY, TaK U ayTOCOMHO-IOMUHaHT-
HoMmy tuiry. OmHako B 30—40% ciyyaeB He ymaeTcs
YCTaHOBHUTH MOJICKYISIPHO-TEHETUUECKYI0 OCHOBY BpO-
XIeHHoro rurnepuHcyanHusma [17, 18]. Kpome Toro,
BBIIEJICHB CUHIPOMAJIBHBIC COCTOSIHUSI, B CTPYKTYPY
KOTOPBIX BXOIUT BPOKIECHHBIN TUTICPUHCYTMHU3M.

Juamma3oH TeHeTHYSCKUX HapyIIeHU TIpU  BPO-
KIEHHOM THIICPUHCYJTMHU3ME TOCTaTOYHO IIUPOK,
orpenensieT MopdoJorndeckyro ¢Gopmy 3abosieBaHMS
(muddysHas, pokanbHas, aTUMIMYHASL) U XapaKTepU3y-
eTCsl BaprabeIbHOCTHIO KIIMHIMYECKUX TTPOSIBIICHNH. Tak,
pelleCCBHBIC TOMO3UTOTHBIE W KOMITAyHIHBIC TeTepo-
3urotHeie Mytaiuu B reHax KCNJI1I n ABCCS cnyxar
MPUYUHOK Haumbosee TsKeabIX Aud@y3HbIX hopM Bpo-
KIEHHOTO TUTNCPUHCYINHN3MA, a TOMUHAHTHBIC MHAK-
TUBUPYIOLIME MyTallM1, Kak MPaBuiIo, MPUBOIST K OoJiee
MSATKOMY TeUYeHUIO 3aboieBaHMs. Tsokelmoe TedeHUE
oTMeJaeTcsT W TIpu (OoKaIbHOU (hopMe, acCOIUUpPO-
BaHHOW C TETEPO3UTOTHOM MyTallMeil OTIIOBCKOTO ITPO-
ucxoxnenus: B reHax KCNJ11 u ABCCS n comatndyecKkoi

MNEPELJOBAS

yTpaToil MaTepUHCKON ajule/ii B perMOHe UMIIPUHTUHTA
Ha 11plS5.

Tsaxenoe KIMHUYECKOE TeUeHUe 3a001eBaHUs XapaK-
TepusyeTcss MaHudecTalueit TUMOTIMKEMUU B HEO-
HaTaJlbLHOM Tlepuojie, KOTOpash MPUBOIUT K TOTEpe
CO3HAHMUS, CYIOpOraM U KOMe U COMPOBOXKIAETCS KpaiiHe
BBICOKOIl CKOPOCTbIO YTUJIM3ALUWUM TJIIOKO3bl. Msirkue
¢dopMbl 00JIE3HNM MOTYT MPOSIBISITHCSI B HEOHATAIBHOM
nepuoae HecrneunbUYECKUMU CUMIITOMAMU B BUJE
TUMIONMHAMUM, CHMXKEHMSI almeTuTa, YTO HEPeaKo
3aTPYAHSIET CBOEBPEMEHHYIO TTOCTAHOBKY JMarHosa.
KpoMme Toro, Bo3mMoxkeH 1 OoJiee TO3MHUI AeOIOT BpPO-
SKAEHHOTO TUIIEPUHCYIMHU3MA (10 3-JIETHEro BO3pacTa).
[Tpu 5TOM UeM paHblile MPosIBIsieTCsl 3a00IeBaHUe, TEM
TsDKeJiee OHO MPOTEeKAaeT.

OpnHako Mo KIMHUYeCKUM MpU3HaKaMm auddepeHiimn-
ajibHasl TuarHocTuka (okanbHoU U auddy3Hoil hopm
BPOXIEHHOTO TUIMEPUHCYJIMHU3MA 3aTpyldHeHa. AJro-
PUTM KJIMHUKO-JIa0OpaTOPHOTO OOCIENOBaHUS C LEIbIO
MOATBEPKAEHUSI JAMArHo3a B TOJHOM oObeMe TIpe.-
cTapjieH B ¢eiepalbHbIX KIMHUYECKUX PEKOMEHAAIUSX
«BeneHnue nereii M MOAPOCTKOB C BPOXKIEHHBIM TUIIEPUH-
cyauHu3MoM» [19].

B Hacrosiiiee Bpemst Bepudukanusi ¢hopMbl Bpo-
JKAEHHOTO TMIIEPUHCYJIMHU3MA TOIpa3yMeBaeT UCIOJIb-
30BaHUE MOJIEKYJISIPHO-TEHETUYECKOTO UM BU3yalln3a-
LIMOHHOTO HMCCJIeNOBaHUsI. YCTAaHOBUB T'€HETUYECKUiA
BapuUaHT, MOXXHO MPOTHO3UPOBATh OTBET HA MEIMKAMEH-
TO3HYIO Tepanuio U ee 3(hGHEeKTUBHOCTD, a BU3YyaIU3aLUS
oyara B IMOXEIYIOYHOM Xese3e (yyacTka ajeHoMaro3a
¢ U30BITOYHOM ceKpelreil MHCYIMHA) MO3BOJISIET OIpe-
JEJIUTh TUCTOJOTMYECKUIM MOATUI U BbIOPATh TaKTUKY
OInepaTUBHON KOPPEKIIUH.

Cy1iecTByeT HECKOJIbKO MpernaparoB, OKa3bIBAIOIINX
MHCYJIMHOCTAaTUYECKOe JAEMCTBUE, Cpeu KOTOPbIX Hau-
6osiee 3GhGEKTUBHBI IMA30KCUI (CEJEKTUBHBINA aro-
HUCT AT®-3aBUCUMBIX KaJIMEBBIX KaHAJIOB [-KIIETOK)
U OKTPEOTH] (aHAJIOr COMATOCTATMHA IMPOJOHTMPOBAH-
Horo meiictBust) [16—19]. B Hacrosiiee Bpemsl B KIIH-
HUYECKON TMpakTUKe HAYMHATh JIeYeHWE TMPearnoyTH-
TeJibHee ¢ n1ua3zokcuna, 3GeKTUBHOCTb U 0€30MaCHOCTh
HCTOJIb30BaHUS KOTOPOTO J0Ka3aHa BO MHOTMX HcCClie-
noBaHMsIX. OJHAKO AaHHBINA TpernapaT OObIMHO Maso-
3¢ deKTUBEH MPU PELIeCCUMBHO HACAENyeMbIX MYyTallUsIX
reHoB AT®-3aBUCHMBIX KaJIWEBBIX KaHaJloB B cBs3m
C 3TUM MPU UX BBISIBIEHUU B KaUeCTBE CTApTOBOTO Ipe-
rnapata pPeKOMEHAYeTCsl TPUMEHSITb OKTPEOTHA, XOTs
YacTUYHAas YyBCTBUTEJBHOCTb K MHMA30KCUIY BO3MOXHA
U B Cllydae roMO3UTOTHBIX MyTauuiit ABCCS [20]. B nute-
patype UMeITCs cooOllIeHuss 00 3(p(PEeKTUBHOM TMpU-
MEHEHUU U OPYIUX IMPEnaparoB Ul TEPANUU TAKETONU
TUTIOTJIMKEMUU TIPU BPOXIEHHOM TUMEPUHCYIUHU3ME,
OIHAKO MX Ha3HAauyeHHE B IMepUojae HOBOPOXIEHHOCTU
OrpaHMYEHO NpUHUUINOM off-label [21]. B 1ies1oM KoH-
cepBaTuBHas Tepamust appektuBHa y 50—60% GONMBHBIX
C BPOXIEHHBIM TMIIEPUHCYIMHU3MOM. 10 cux mop npo-
JOJIKAIOTCST AUCKYCCUM O 0€301TaCHOM YPOBHE INTIUKEMUU
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B Tepuolie HOBOPOXIEHHOCTM B IUIaHE OTAAJEHHBIX
MOCTEeNCTBUIM U HeOJaronpusITHbIX WCXOAOB; y AeTei
C BPOXIEHHBIM TUIMEPUHCYJIUHU3MOM PEKOMEHIY-
eTcsl MOJIEPXKUBATh YPOBEHb TJIIOKO3bl B KPOBM BbIIIIE
3,5 mmonb/n [19, 22].

B Hacrosiiee Bpems, ¢ 2017 1., B Poccuu Ha 6a3e Hatm-
OHAJIbHOTO MEIMIIMHCKOIO MCCIeN0BATEeIbCKOTO 1IEHTpa
uMm. B.A. AnmazoBa (Cankr-IleTepOypr) crajna 1O0CTYITHOM
TEXHOJIOTUSI TTO3UTPOHHO-IMUCCUOHHON ToMorpaduu
¢ 18F-L-muruapokcudenunnananuaom (IIBT/KT
¢ 18F-IO®MA), kotopas, obiamast MaJoil WHBAa3UBHO-
CTbIO M OTHOCUTEJIbHOI 0€3011aCHOCTHIO, TTO3BOJISIET MPO-
BeCcTU IuddepeHIInaibHyl0 IUATHOCTUKY TUCTOJO-
rMyeckux (op™M BPOXKIEHHOTO TUIEPUHCYIUHU3MA
U CBOEBPEMEHHO Ha3HAYWUTh OMNTHUMAJbHYIO TAKTUKY
JIedeHusl, yaydiiast TporHo3 jist 60JbHOTO.

Xupypruyeckasi TakKTHKa JIeYeHUsI TPU PasHbIX
dopmax 3aboseBaHUS MNPUHLMIIMATILHO pasanyaercs.
Hanuuue ¢okanbHOit (OpMBI BPOXIACHHOTO TUIIEPUH-
CYJMHM3MA JaeT BO3MOXHOCTb BBITTOJIHEHUSI PE3EKIUU
MaToOJIOTMYECKON  YUCTU  TMOKETYIOYHON  KeJsie3bl,
YTO TIPUBOIMT K BBI3NOPOBJICHUIO mareHTa. [Ipu mud-
¢y3HOI1 dopMe ¢ (hapMaKOpe3UCTECHTHBIM TEUYECHUEM
OCYIIIECTBIISTIOT  pe3eKunio  95—98% momKeymouHoi
>KeJie3bl, YTO MOXKET OO0YCIOBIMBAThH PAa3BUTHE CaXapHOTO
nuabeTa U 9K30KPUHHOM MaHKpeaTuuecKoil HemocTaTou-
HocTH [23, 24].

HakannuBaercst  ombiT  mpumeHeHust  [1OT/KT
¢ 18F-IO®A mnpu BpOXICHHOM TUIIEPUHCYIMHU3ME,
MPOBOIAUTCSI  COMOCTABJIEHUE PE3YJIbTATOB  PaIUOHY-
KJIMIHON MWAarHOCTUKM C TUCTOJOIMYECKON KapTUHOM
MpenapaTtoB  MOMKEIYAOYHON  Kesie3bl, MOJyYeHHBIX
WHTPAOTICPAIIMIOHHO («30JI0TOM CTaHmapT» A depeHIn-
TbHOM TMarHOCTUKU MOPGhoIornyeckrx ¢hopM BpOXKIeH-
HOTO TMMEPUHCYJIMHU3MA), C AAHHBIMU MOJIEKYJISIPHO-
TEeHETUYECKOTO HCCIEIOBaHUS, 4YTO IO3BOJISIET JIydllle
MOHATh MaTO(GU3UOJOTMUECKUE acIleKThl 3a00JeBaHUs
U YTOUHUTb MOAXO/bI K JIEYEHUIO MalreHToB. Kpome Toro,
MPpU OKa3aHUU BbICOKOTEXHOJOTUYHOM MOMOIIM Malu-
€HTaM C BPOXIEHHbIM TUIEPUHCYJIUHU3MOM pa3pado-
TaHbI TToKa3aHus K rposeaeHuio [IDT/KT ¢ 18F-JTODA,
OCHOBaHHbIE Ha pe3yJibTaTax MOJEKYISIPHO-TeHETUUECKUX
ucclenoBaHuii U 3¢ dexre oT mMpoBoaAUMON (hapmakoTe-
panuu [25].
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