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© A.H. T'ybaesa'*, M.A. MeaunksiH', A.B. PbixxkoBa?, A.b. Mutpodarosa?, M.A. HukuTtuHa?

'OIBY «HaunMoHaAbHbI MEAMLIMHCKMIA UCCAEAOBATEABCKMIA LIEHTP SHAOKPUHOAOTMM» MuH3apaBa Poccun, Mocksa, Poccus;
2OIBbY «HauMOHaAbHBIA MEAMLIMHCKUIA MCCAEAOBATEALCKMIA LIEHTP M. B.A. AamasoBa» MuH3sapasa Poccuu, CankT-INeTepbypr, Poccus

B ocHoBe BpOXAEHHOTO runepuHCcyAnHuama (BIM) AexxuT runepnpoaykums MHCYAMHA B-KAETKaMM MOAKEAYAOUHOM XeAesbl. W3-
3a BbICOKOrO pUCKa OCAOXKHEHMI XPOHUYECKOW MMMNOrAMKEMUM Y NaumneHToB ¢ BIM npropuTeTHOM 3asavent sIBASIETCS CBOEBpe-
MeHHasl AMarHOCTMKa 3abOAEBaHNS U HE3aMEAAMTEABHOE HavyaAo Tepanuu. Beibop TakTUKKM Ae€HeHUs BO MHOFOM 3aBMCUT OT MOpP-
onornyeckon hopmbl 3aboreBaHus. KanHuko-aabopatopHasi kapTuHa 3aboaeBanus, aaHHble Y3, MPT, komnbloTepHO# U no-
3UTPOHHOR-3MUCCUMOHHOW Tomorpadumn (MIT) ¢ [18F]-PpTopAE30KCUIAIOKO307 He MO3BOASIIOT YCTAaHOBUTH MOPOAOTUUECKYIO
dopmy 3abonreBanns. Parnee ana ancdepeHunarbHOR AMArHOCTUKM MPUMEHSAANCH CTUMYASILMOHHbIM TECT C KaAbLIMEM U YPECKOX-
HO-4YpecneYeHo4HbIM 3a00p KPOBM M3 BETBEN BOPOTHOM BEHbI, OAHAKO 3TW MHBA3MBHbLIE MCCA@AOBAHMSA AQIOT HEAOCTATOYHO TOY-
Hble pe3yAbTaThbl. B HacToAWMIn MOMEHT anddepeHLMarbHas AMAarHOCTUKa AMddy3HOI 1 pokaabHor popm BI'M Ha npeaonepa-
LIMOHHOM 3Tarle 6a3npyeTcs Ha AAHHbIX MOAEKYASIPHO-TEHETUHECKON M PAAMOHYKAMAHOM AMarHocTiku (M3T ¢ [18F]-pTopAODA).
B ctatbe npeacTaBAeHbl nepBble pe3yAbTathl npumeHeHus MIT ¢ [18F]-dpTopAODA y naumentos ¢ BI'M B Poccun. Paanony-
KAMAHOE MCCAEAOBaHMWE DbIAO BbIMOAHEHO 17 maumeHTam C (hapMaKope3nCTeHTHLIM TedeHnem BIVI. B aanbHerem pesyabTathbl
M3T/KT ¢ [18F]-pTopAODA cONOCTaBASIAMCb C TMCTOAOTMHECKOW KapTHHOM MPEenapaTos NOAKEAYAOHHOM XKEAE3bl, MOAYHEHHbIX
MHTPaoNepaLnoHHO («30A0TOM CTaHAAPT» AUDEEPEHLMAABHON AUArHOCTUKM MOPgoAOTHUecknx opm BI).

KatodeBble caoBa: BPOXKAeHHbIA runepuHCyAnHn3m, [18F]-pTopAODA, no3nTpoHHasi SIMUCCHOHHAs TOMOrpagusi.

Differential diagnosis of morphological forms of congenital hyperinsulinism using [ 18F]-DOPA

PET/CT
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Congenital hyperinsulinism (CHI) is caused by insulin hyperproduction by B-pancreatic cells. CHI is associated with high risk of
complications of chronic hypoglycemia, and therefore timely diagnosis of the disease and immediate initiation of therapy is a top-
priority task. The choice of treatment tactics largely depends on the morphological form of the disease. Morphological form cannot
be established based on clinical and laboratory presentation of the disease, ultrasound, MRI, computed and positron emission
tomography (PET) with [18F]-fluorodeoxyglucose. Calcium stimulation test and percutaneous transhepatic blood sampling from
the portal vein were previously used for differential diagnosis, but the results provided by these invasive studies are imprecise. At
present, preoperative differential diagnosis of diffuse and focal forms of CHI is based on the data of genetic testing and radionu-
clide diagnosis ([18F]-DOPA PET). The article presents the first results of the use of [18F]-DOPA PET in CHI patients in the Russian
Federation. Radionuclide study was performed in 17 patients with pharmacoresistant CHI followed by comparative analysis of
the results of 18F-FDG PET/CT and histological picture of intraoperative pancreatic tissue samples, which is known as the gold

standard for the differential diagnosis of HI histological forms.

Keywords: congenital hyperinsulinism, [18F]-DOPA, positron emission tomography.

Bpoxnennsrii ruttepuHcyanan3M (BI'M) — 310 3a-
OoJreBaHMe, XapaKTepU3YIoIIeecs MepCUCTUPYIOISH TH-
ITOTJIMKEeMUEH, 00yCIIOBJICHHOM ITOBBIIIEHHON CEKPEIIH-
elf MHCYJIMHA [3-KJIeTKaMU MOIKeTynouHo# xene3bl. BITU
SIBJISIETCSI HAanOoJIee YaCTO MPUYMHOMN TUTIOTIMKEMUN Y
IeTe MITAIIIETo BO3pacTa, YaCTOTa BOSHUKHOBEHUSI 3a-
6oneBaHud B nonyisunu coctasisgeT 1:30 000—1:50 000
KMBBIX HOBOPOXKICHHBIX, a B TIOMYJISIIUSX C BRICOKUM
YPOBHEM OJIM3KOPOICTBEHHBIX OpakoB — 1:2500 [1, 2].

OCHOBHBIMM KJIMHUICCKIMH TIPOSIBICHUSIMU THITO-
IJIMKEMWU Y JeTeH TTePBBIX MECSIIIEB XKU3HU SIBJISTIOTCS
C1a00CTh, TTOTEPSI CO3HAHMS U CYIOPOTH. YUUTHIBAS BBI-
COKYIO BEpOSITHOCTh Pa3BUTHS OCTIOXHEHU ITPU XPOHM-
YeCKO TUIOTIIMKEMHUH (OTCTaBaHHUE B IICUXOMOTOPHOM
Pa3BUTHM, SIIIICTICHS, CJICTIOTa), TareHThl ¢ BI'M HyX-

JIAlOTCS B CBOEBPEMEHHOM MTUArHOCTMKE M He3aMeIIN-
TEJIbHOM JICUCHUMU.

Hawub6onee yacroit npuuuHoii pazsutus BI'U sBns-
I0TCSI TATOT€HHbIE MyTallMu B reHax, Konupyoomux AT®-
3aBUCHMBbIe KajnueBble KaHanbl (ABCCS, KCNJI11) [3].
Hapymenue ¢pynkunonupoBanust AT®-3aBucumbix K-
KaHaJIOB IIPUBOIUT K AETOJsIpU3allMd MEMOpaHbI, ITOBbI-
IIEHHOMY MOCTYIJICHUIO KaJblUsl B KJIETKU U COOTBET-
CTBEHHO TMIIEpPCEKPeLIy MHCYIMHA. Takke K pa3BUTHIO
BI' moryT npuBectu Mmytauuu B reHax GCK, GLUDI,
HADH, HNF4a, INSR, UCP2. Beinensiior nuddy3HyIo
U (pokanbHylo rucTonornyeckue ¢opmbl BI'M, koTopsie
JIETEPMUHUPYIOTCSI TEHETUYECKMMU HapylIeHUsIMU. Tak,
nuddysHas popma, mpu KOTOPOil upe3MepHasi IpoIyK-
LIMsI MHCYJIMHA MMPOUCXOIUT BO BCeX [B-KJIeTKax, Haubo-
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Jiee 4aCcTO BO3HMKAET MPU HAJTUIMU TOMO3UTOTHBIX MY-
TallMi UM KOMITAYHAHBIX TeTEPO3UTOTHBIX MyTalluii B
reHax ABCCS, KCNJI11.' Y G0oJbIIMHCTBA MALEHTOB C
mudodysHoit popmoiit BI'M ormevaeTcst monoxuTeabHast
IUHaAMMKa Ha ¢hoHEe MEeIMKAMEHTO3HOH Teparuu, OnHa-
KO B ciIy4yae OTCyTCTBUS 3(pdekTa TpedyeTcs BHITIOIHE-
HHUE CyOTOTaJIbHOI MaHKPeaTIKTOMUU (pe3eKius 95—
98% TKaHU MOIKEITyI0YHOM XeJe3bl) [4].

doxanpHas popma BI'M Bo3HMKaeT ciopagnyecKu
1 00ycIOBJIeHa HAIMYKMEM MMaTOJIOTMYECKOM MyTallMu Ha
oToBCcKOM ajienu B reHax ABCCS8 umu KCNJ11 B coue-
TaHUU CO crielMUIecKoit moTepeil MaTepUHCKOM ajuie-
JIV B peruoHe uMnpuHTuHra 11p15.15 [5]. ¥ mauueHTOB
¢ ¢okanbHoOI popmoii BI'M runepcekpelinsg nHcyInMHa
HaOJIIoaeTCsl B OTpaHMYEHHOM YJYacTKe afleHoMaro3a.
¥ 96,2% nanmeHToB ¢ dokanbHoi hopmoit BT orme-
yaeTrcst (hapMaKOPe3UCTEHTHOE TeUeHe 3ab0ieBaHu [6].
OntuMaabHBIM BapUaHTOM JICYCHUS Y TaHHOM KaTero-
PMU TALIUEHTOB SBJISIETCS PEe3eKIIUs MaTOJOIrMYeCKOro
¢oKyca ¢ coxpaHEHUEM OCTaBIlIecsl UHTAKTHOM TKaHU
MOIKEIyI0IHOM XeJe3sl [7].

YuutbiBas pa3inuus B XUpypruueckoit TaKTUKE, BbI-
COKUIA PMCK Pa3BUTHSI cCaXapHOTo AuabeTa BCIEICTBUC
CyOTOTaJIbHOM MaHKPeaTIKTOMUHU [8] 1 BO3MOKHOCTD
MOJTHOTO BHI3IOPOBIICHUS TTALIMEHTOB C (POKAIBHOM (hop-
moit BI'U miocnie pe3ekiinu maTojioru4eckoro ouara aje-
HOMAT03a, YpEe3BbIYaiHO BaXKHOM SIBJISIETCS IIpPeaoNepa-
LIMOHHas auddepeHManbHas IMarHocTukKa Mopdoso-
ruyeckoit popmel BI'N.

Mopdomaornyeckyio opmy mpu papMaKope3UCTEHT-
HOM TeUEHUU 3a00JIcBaHUS HE MIPEACTABIISICTCS BO3MOXK-
HBIM YCTaHOBUTH, OCHOBBIBASICH JIUIIIb HA TaHHBIX KJIU-
HUKO-J1a00paToOpHOI KapTUHbI. [1pearnonoxuTs Halu-
yue Toit nunn nHoi opmbl BI'M MmoxxHO 110 pe3yabTataM
MOJIEKYJISIPHO-TEHETUYECKOTO MccienoBanus. Takue Me-
Tonnl ucciaenoBanus, kKak Y3U, MPT, KT u I19T ¢
[18F]-dTopae30oKkcurioko30ii, He Jal0T BO3MOXKXHOCTU
BU3yaJTU3UpoBaTh POKyc aneHoMaro3a. Panee mist nud-
epeHLIMaTbHON TUAarHOCTUKY TPUMEHSIIUCH KaJIbLIUiA-
CTUMYJIMPOBAHHBIN TECT U YPECKOKHO-YPECIeUCHOY -
HBII 3a00p KPOBU U3 BETBell BOPOTHOI BEHbI, OMHAKO
BBICOKAsi ”THBA3UBHOCTh U MaJlasi TOYHOCTb TaHHBIX Me-
TOIOB ITPUBEIU K TIOUCKAM JIPYTUX CIIOCOOOB UAarHOCTH-
KU TUCcToJIorndeckoit opmbl BI'U [9].

B HacTos11ee BpeMsi Haubosee TOUHBIM METOIOM
g depeHIMalIbHON TUarHOCTUKU AU Gy3HOM U ho-
kanbHoIt popMm BI'U asnsetcs nposenenue 19T ¢ [18F]-
GTopJODA (uyBcTBUTENBHOCTD 89%, cieIM(PUIHOCTD
98%) [10]. AuarHoctryeckast 3(p(eKTUBHOCTh TaHHO-
ro MeToJa OCHOBaHa Ha BBICOKOI akkyMmysiuuu [18F]-
drop/IODA B-KiIeTKaMu, XapaKTEPU3YIOLIMMUCS TH-
nepnponykiueit uHcyiuHa. B xone nposenenus [19T
¢ [18F]-d1opJOPA BH3yanbHO OLICHUBAIOT paBHOMEP-
HOCTb HakKoIieHus pagnodapmmpenapara (PPII) B Tka-
HU TIOMXKEJIyIOYHON Xele3bl M IMPOBOAIT pacyeT IaH-
Kpeatudyeckoro nnaekca (ITM), Ha ocHOBe 3HaYeHUS
KOTOpOTo Tpeanoaaraercsa audgysHas win pokaabHas
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dopmer BI'M y obcnenyemoro mammenTa [11, 12]. Cornac-
HO MEXIyHApOAHBIM peKoMeHaauusM [13], mo pe3yib-
tatam [1DT/KT c [18F]-dTop JODPA nuddy3Hast dop-
ma BI'M koHcTaTupyercs ripu [TU menee 1,30, dokanb-
Hast — nipu I[1M 6onee 1,50.

OnucaHue CE€EPUN KAMHUYECKUX CAYYaeB

Cmandapmut 06caedoganus u onucauue epyniol NAyU-
eHmog

B ®I'BY <HMMUII uMm. B.A. Anma3oBa» 17 mmaneH-
taM (11 xxeHckoro mosa u 6 Mmyxckoro mnoJja) ¢ BT npo-
BemeHa [1DT/KT c [18F]-dbTopIOPA. V Bcex mammeH-
toB muarHo3 BI'U ov11 ycranosien B ®I'bBY «<HMUIL
SHIOKPUHOJIOTVM» Ha OCHOBAHUU MTEPCUCTUPYIOIIEH TH-
TTOKETOTUYECKON TUTTOTIIMKEMUY C TIEPBBIX THEU XKU3HU
0e3 CHUXKEeHUS YPOBHS MHCYJIMHA. Takxke B CTallMOHApe
OBLIO MTPOBEIECHO MOJIEKYJISIPHO-TE€HETUYECKOE UCCIIeN0-
BaHMeE JIJIS1 BBISIBJIEHUS] MyTalluii, OTBETCTBEHHBIX 3a pa3-
BuUTHE 3a60aeBaHus. HecMOTps Ha MPOBOIUMYIO MHCY-
JIMTHOCTaTUYECKYIO TEPAMUIO (IUa30KCUI, COMAaTOCTaTUH,
IJIFOKAroH), y Bcex 00CyieI0BaHHbBIX COXPAHSUIMCh YacThie
3MU30/Ibl TUTIOTIMKEMWH, YTO TTO3BOJIMIIO KOHCTATUPO-
BaTb (papMaKope3ucTeHTHY10 popmy BI'A.

Bospact neteit Ha MomeHT npoBeneHus [1DT/KT ¢
[18F]-dbTopdODA konebaics ot 2 Mec 10 2 JeT 9 mec
(Menuana 3,45 Mec). Bce malimeHThl HAXOAWIUCH Ha CTa-
ILIMOHAPHOM HaOJII0OIEHUH 10 U TIOC/Ie MPOBEISHUS HC-
cinenoBaHus. CoOrflacHO MEXIyHAPOIHBIM PeKOMEHA-
musaM [13], 3a 48—72 4 no niposenenus [T c [18F]-
bTopIODA y Bcex MalMEeHTOB ObLJIa MpeKpalieHa
MeIMKaMeHTO3Hasl Teparusl MHCYJIMHOCTaTUIECKUMU
npenapatamMu. HopmaiibHbIe oKa3aTe M TIIMKEMUU TTO]T-
JePXMBaJIMCh BHYTPUBEHHOI MHQY3Meil pacTBopa IJTio-
KO3bI C KOHTPOJIEM INIMKEMUU Kaxable 20 MUH. YUUTHI-
Basi HEOOXOMMMOCTh OOIIE aHeCTe3UH, Y MALIIEHTOB ObLIT
BBIIEPKaH TOJIOIHBIN MPOMEXKYTOK 5—6 4 TSl BBENEHUS
pamuodapmmpenapata (PPII) ycranosimBamy nepude-
pUYecKuii BHyTPUBEHHBIN KaTeTep. st oblieit anecTe-
31U UCIoab3oBayics npenapat IIponodon. do3a npe-
rnapara pacCuyMThIBAJIACh B 3aBUCHUMOCTU OT MacChI Tejla
nauueHTa. B xone BoinoaHeHus [1OT nmamyeHThI Jexa-
JIU Ha CIIMHE 1 ObUIM UMMoOUIn30BaHbl. MccienoBa-
HUE IMPOBOIMIIOCH Ha coBMelieHHoM cucteme [TOT/KT
Discovery 710 («General Electric»). IIpenmapar [18F]-
bTopJODA crHTE3MPOBaH B OTAEICHNN ITPOU3BOICTBA
panrodapMalieBTUIeCKIX JIEKApCTBEHHBIX IPENapaToB B
®OIBY «<HMMUII um. B.A. AnmazoBa». Mabekuuio [18F]-
bropJODA BBHINOTHSIN BHYTPUBEHHO CTPYIHHO U3 pac-
yera 4 Mbk Ha 1 xr macchl Tena nauveHta. KT Boimos-
HSLIM B HU3K0030BOM pexkume (40 MA, 80 kB) nis kop-
pexiuu noronieHus potoHHou aHeprun. CO0p NaHHBIX
TIOT ocyliecTBASIN B CTATUYECKOM pexkuMme: 10-MUuHyT-
HbI€ CKaHbI perucTpupoBanch Takxke uepes 10, 30, 40,
50 1 60 MuH TIoCTTe MHBEKIMU. [TocTe OKOHUaHUS UcClie-
JIOBaHMUS IETU HATIPABJISLIMCH B TEPANIeBTUIECKOE OT/Ie-
JIEHWE JIJIS TMTHAMWYECKOTO HaOIIOeHNUS.
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Ouenky [19T-u306pakeHni1 OCYIIECTBIISIIN B TPEX
TUIOCKOCTSX: aKCUAIbHOM, (DPOHTAIBHOM U CaTUTTAb-
Hoi1, a Takke B pexxume 3D-pekoHctpykuuu. [Tpu Hanu-
yun pokyca runeppukcanui [ 18F]-dpropJOPA B nox-
XKEJIYIOYHOM XKeje3€ pacCUMThIBAIM ITAaHKPEATUYECCKUA
UHAeKC Ha 10-MMHYTHOM CKaHe, BBITIOJTHEHHOM Ha 50—
60-i1 MuHyTe OT MoMeHTa BBeaeHus1 PDII: oTHoIIeHNE
MaKCHUMaJIbHOTO 3HaUYE€HUSI CTaHAApPTU30BaHHOTO MTOKa-
3aresis Hakomenus POIT (SUV ) B hokyce runeppuk-
cauuu [18F]-dpTopIODA K cieayrolieMy MEHbIIEMY ITO
3HayeHuio SUV B yCIOBHO MHTAKTHOM MapeHXUMe
MOIKETyIOoYHOM Xkene3bl. I1pu paBHOMEpHOM paclipe-
neneHu POI B mapeHXUME MTOMKETYIOYHOM Keae3bl
SUV__ oleHnBanv B roJIOBKe, TeJie U XBocTe opraHa. I1o
pesynbrataM [19T/KT ¢ [18F]-bTopIODA 3akitoue-
Hue o Mmopdonornueckoit popme BI'M popmupoBanocs
Ha OCHOBaHUY BU3yaJIbHBIX JaHHBIX U moka3atest [TU.

IToce xupypruueckoro BMelaTesbcTBa y 16 gereit
OBLIO BHITIOJTHEHO MOPGOIIOTMIECKOE NCCIeI0BAaHUE TKA-
HU TIOKETYI0UYHOI XKeJie3bl. Y 1 manueHTa ¢ nmpearosa-
raemoit nuddysHoit hopmoit BI'U xupypruueckoe Jje-
yeHHue 1 MOpGoIOruIecKoe UCCiIeq0BaHUe He TIPOBOIM-
JINCh BBUIY OTHOCUTEJBHO CTaOMIBHBIX ITOKa3aTeeit
INIMKeMUU Ha (hoHEe MPUMMEHEHUS aHajlora COMaTOCTaTH-
Ha JUIMTEJIbHOTO TeUCTBUS M YACTOIO KOPMJICHUSI.

Pe3yAbTarbl 00CACAOBAHMS

[To maHHBIM MOJIEKYJIIPHO-TE€HETUYECKOTO aHaIN-
3a,y 7 neteit nmpeamnonaraiack auggysHas ¢opma BI'U:
Y 3TOM IPYIIIIBI TAIMEHTOB OOHAPYKEHBI TOMO3UTOTHEIE,
KOMITayHIHBIE TeTePO3UTOTHBIC, a TAKXKE JOMUHAHTHBIC
myTtauuu B reHax ABCCS8, KCNJ11, HNF4a (taoa. 1).
V 10 nmammeHToB npeanoJiaraiack hokaabHas (popma 3a-
0oJieBaHUST; Y HUX OOHAPYXEHBI TeTePO3UTOTHBIE MyTa-
LIMY Ha OTIOBCKOI aJUte/iv B reHax, Koaupyoomux ATdO-
3aBHCUMBbIC KaJIMeBbIC KaHAJIEI.

ITo pesynbraram nposenenust [19T/KT ¢ [18F]-
¢1opODA y 7 n3 17 manmeHTOB BEIsIBIIcHA T y3Has
dopma BI'U, y octaBimxcs 10 — dokanbHas popma 3a60-
neBanust. uznonornyeckoe HakoruieHue POTT Habmona-
JIOCh B TIOIKEITYTOYHOM JXeJle3e, TIeUeHH, KeTIHOM ITy3bI-
pe, TIoYKax 1 MOYEBLIBOISIIINX ITYTSX. B X0me nccmenoBaHms
y Bcex IeTell OTMeUatoch MOBEIIIEHHOe HakormieHne POTT
B 00JIACTH TOJIOBKH TTO/DKETYTOYHOM KeJie3bl, YTO paclie-
HUBAJIOCHh KaK BapMaHT HOPMBI, YIUTHIBAsI Pa3INdns B
IJIOTHOCTH [B-KJIETOK B pa3IMYHBIX OT/EJIax OpraHa.

¥V 10 nauueHToB ¢ pokanbHON GopMoii 3aboJieBa-
Hust Mmequana [1M Ha 50—60-it MUHYTe MCCIeI0BAHKS
cocraBuia 1,64 (1,14—3,51), Takxe BU3yaJIbHO OBLIO 3a-
(ukcrpoBaHO 3HAYMTENLHOE MOBBILIEHNE JIOKAJIBHOTO
HakoreHns POIT na n3oopaxenusx [19T (puc. 1, a, Ha
IB. BKJI€iiKe). Y BCcexX MallMeHTOB 3TOM TPYIITHI ObLT BbI-
SIBJICH eIWHUYHBINA OYar MOBBIIIICHHOTO HAKOIUICHUS
POII: y 7 maiimeHTOB B TOJIOBKE TOKETYTOUHOM XeJie-
3pl, y | — BTeENe, y | — B xBocTe, y 1 maimeHTa ovar pac-
ToJIarajcst MeXIy TOJIOBKOU U TeJIOM TOMKETYI0YHON
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XKene3bl. MUHUMAaIbHBINA CUMHTUTPpADUUIECKUI pa3Mep
BBISIBIIEHHOTO ouara ruriepdukcaruu [18F]-dpropJODA
cocTaBisul 1,32 MM, MaKCUMaJIbHBII — 22 MM.

V 7 naumneHToB ¢ nuddy3Hoit popmoit BITU menuna-
Ha ITH na 50—60-it munyte I19T ¢ [18F]-dpTopJODPA
cocraBuia 1,15 (1,02—1,42) (cm. puc. 1, 0, Ha UB. BKJIeii-
Ke). [ToMuMo noaKemyI0uHOM XKeJie3bl, MaTOJOTUYECKUX
o4daroB HakorieHus P®IT y o0ciie10BaHHBIX MTALIMEHTOB
00HapyXeHO He ObLIO.

Oo6cyxaeHune

Bornpoc o nuddepeHimanbHOil AMarHOCTUKE MOP-
donornueckoit popmbl BI'M 0coGEeHHO OCTPO CTOUT y
MaIMEHTOB ¢ (h)apMaKOPE3UCTEHTHBIM TeUeHUeM 3a00-
JieBaHus. [1epBbIM 3Tanom B onpeneneHuu popmsr BI'M
SIBJISIETCST MOJIEKYJIIPHO-TEHETUUECKOE UCCIIeIOBAHUE B
CUJTy eT0 UH(POPMATUBHOCTY U MUHUMAJIBHOTO pUCKa
JUTS 3MOPOBbSI TIAITMEHTA. XOTS y HAIlTMX TAIIUeHTOB TIpe/i-
roJjlaraeMasl Ha OCHOBaHUM MOJIEKYJISIPHO-TeHEeTHYE-
ckoro uccienoBanus ¢popma BI'U mosHoCTRIO coBna-
JIa C OKOHYATeJTbHBIM TUCTOJIOTMYECKUM 3aKITIOUEHUEM,
JIAHHBI METOJl MOXET AaBaTh OIIMOOYHBIE PE3yIbTATHI.
Taxk, Hanpumep, y nanueHTa 12 marogoruyeckas rete-
PO3UTOTHAsl MyTallus Ha OTLOBCKOU ayliesiu Obljia 00-
HapyXeHa TOJIbKO TTOCJIe TTIOBTOPHOTO MOJIEKYJISIPHO-Te-
HETUYEeCKOTo ucciieqoBaHus (cM. Tadammy). boiee Toro,
IO TAaHHBIM 3apy0eskKHOI TuTepatyphl [ 14—16], reHeTH-
YecKue MyTaluu He oOHapyxxuBaloTcs y 21% mauueH-
TOB ¢ (PapMaKOpPe3NCTEHTHBIM TeUEHNEM 3a00JIeBaHMS,
ay 26—31% MmalMeHTOB C reTepO3UTOTHBIMU MYyTalIHsI-
MM Ha OTIIOBCKOU ajuiesii otMedaetcs nuddy3Hblii 3a-
xBar [18F]-dpTop JIOPA nipu I19T.

Bbonee TouHo onpeaeanTh MophoJornyecKkyto gop-
My BI'I 1 nonyuynTh Bu3yalbHblE TaHHBIE TOMOTAET
IIDT/KT c [18F]-¢pTopAOPA. OCHOBHBIM pacuyeTHBIM
rapaMeTpoM TIpU TaKOM ucciaenoBaHuu sisieTcs [1U;
MpU ero 3HaueHUu meHee 1,3 Haubosee BeposiTHA nTud-
dy3Hag dopma BI'M, npu 3Hauenuu 6omsee 1,5 — do-
KajbHas opma. B Hamem ucciengoBaHuu audy3Has
¢opma BI'M 6b11a 3anono3peHa y nauuenta ¢ ITU, npe-
Boimatomym 1,30. ¥ naHHoro pe6eHka Ob110 3a(UKCU-
poBaHo noBbilieHne 3axBara PDII B 061acTH rOJOBKU
MOIXENyI0YHOM Xene3bl (mauueHT 3, [TU 1,42), yto Mo-
KET OBITh CBSI3AHO C TIOBBIIIEHHBIM (DU3MOJIOTUIECKUM
3axBatoM [18F]-dpTopIODPA B manHo# obiaactu. Ha
nuddy3Hyto hopmy 3abo1eBaHUS YKAa3bIBAJIO TAaKXKe OT-
CYTCTBUE MATOJIOTUYECKUX MYTallii B TeHAX, KOTUPYIO-
mux AT®-3aBucumble K" -KaHabL.

IMpu mposenenuu [IOT/KT c [18F]-dpTop IODA do-
kanbHas ¢popma BI'M Oblia ycTaHOB/IEHA HE TOJIBKO Y Ta-
uuenToB ¢ I1U, npesbimatomum 1,50 Ha 50—60-ii Mu-
HyT€ UCCIeA0oBaHUsI, HO U y mauueHToB ¢ [, paBHbI-
mu 1,15 (mauwmeHr 6), 1,14 (manuent 7) u 1,40 (mamueHT
12). Taxkoe pelieHre ObLIO MTPOAUMKTOBAHO YCUJIEHHBIM
HakorieHrueM POII B onpeneneHHBIX yuacTKax IMOKe -
JIYTOYHBIX XeJie3 allMeHTOB (OLIEHUBAIOCH BU3YaIbHO)
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KAMHWYECKI CAYHAN

1 HanmuueM myTtauuii B reHax ABCC8 u KCNJ11 ¢ ot-
LIOBCKO# CTOPOHBI COOTBETCTBEHHO. MBI MoJjiaraeM, 4To
3aHMXKEHHBIN moka3atenb [1M cBs3aH ¢ MOBBIIIIECHHBIM
nortonieHreM PDII rooBKoii OMKETYTIOUHOM XKeJIe3bl;
ortHoweHure SUV B maronornyeckoM pokyce Kk SUV
B 00JIaCTU TOJIOBKM JaBajio MeHbIllee 3HaUeHue. B mipu-
BEICHHbBIX PMMepax oTHoluenne SUV_ B marosiornye-
CKOM (hoKyce U B 00JIaCTH XBOCTa IMOIKETYIOUHOM XKeJle-
361 (ITN) nipeBricuio 1,50. bonee Toro, mpu pacuere [TU
y mayeHToB 6 u 7 Ha 10-i MUHYyTe UCCIIeA0BaHMs JaH-
HBIi oKka3arteib coctaBisut 1,60 u 1,83 cooTBETCTBEHHO,
YTO CBsI3aHO ¢ MeHbIIMM SUV B 00/1aCTU TOJIOBKU IO~
XKEJIYIOYHOM XKeJIE3bl B YKa3aHHBI OTPE30K BPEMEHU.
Pesynbratel [1I9T/KT ¢ [18F]-dTopdOPA 6blu moa-
TBEPKIEHBI THCTOJIOTMYECKUM UCCIEIOBaHUEM Ollepa-
LIMOHHOTro MaTepuaja. [lonyyeHHbIe pe3yabTaThl yKa-
3bIBAIOT Ha HEOOXOAUMOCTh KOMILJIEKCHOTO HUCIIOIb30-
BaHUs KaK BU3YaJIbHbBIX, TAK M paCUeTHBIX JaHHBIX [1DT
¢ [18F]-dpTopJODPA, cOBMECTHO € pe3yabTaTaM1 MOJIe-
KYJISIPHO-TeHETUYECKOIO MCCIIEIOBAHMUS.

Hanusie [19T/KT c [18F]-dpTopdODPA no3Bon-
JIM 3apaHee ONpeAeIuTb 00beM XUPYPruyeckKoro BMe-
IIaTeJbCTBA Y MAlIMEHTOB ¢ (papMaKoOpe3UCTECHTHBIM
TedueHueM BI'U u BBISIBUTH JTOKaNIM3alMIoO y9acTKa ajae-
HOMAaTo3a B IOIXKETYIOUYHOMN Xeje3e npu poKaabHOI
¢dopMe 3aboseBaHus. [1o pe3ynbTaTaM psiga MccienoBa-
Huii, [IDT/KT ¢ [18F]-pTopIOPA npusHaHbI 10CTa-
TOYHO TOYHBIM U 3(P(HEKTUBHBIM METOIOM B 1M depeH-
LaTbHOM AMAarHOCTUKE TUcToNoTn4Yeckux popm BI'N
[10, 17—19]. Mu1 npennaraem npoBoauth [I1DT/KT ¢
[18F]-dTopJODA crnenyrommnmM KaTerOpyusiM MalueH-
ToB ¢ BI'M: nanmenTraM ¢ papMakope3nUCTEHTHBIM Te-
yenneM BI'M u npeanonaraemoii ¢poxanbHOM hopMoii
BI'U (yHaciemoBaHHast OT OTLIA WJIU de NOVO TETEPO3U-
rotHas Mytanus B reHe KCNJ 11 vunu ABCCS); naumeH-
TaM ¢ (papmMakope3ucTeHTHbIM TeueHrueM BI'M 6e3 BbI-
SIBJICHHBIX MAaTOJOTMYECKUX MYTallMii B TeHaX, Xapak-
TepHbIX 11 BI'U; manmenTam ¢ papMakope3ucTeHTHLIM
TeyeHueM 3a00J1eBaHUS U HAJTUIMeM KOMIIayHIHBIX I'e-
TepO3UroTHBIX MyTalnii B reHax KCNJ 11 wnu ABCCS, a
TaKXe B CJIy4yae MEePCUCTCHLUUN TUIIEPUHCYIMHEMUYE-
CKUX TUIIOTJIMKeMuil y neteit ¢ BI'U nmocie yacTuuHo

DOI: https://dx.doi.org/10.14341/probl9726

pPe3eKILUH MOIKETYIOYHOM Xeie3bl UM CyOTOTaabHOMI
MaHKPEATIKTOMUMU.

3akAloueHue

ITanueHntam ¢ apmMakope3UCTEHTHBIMU (popMaMu
BI'1 HeoGxoauMo TipoBeaeHWe CBOeBPEMEHHOM nud-
(epeHIIMaTbHOM TUArHOCTUKU MOP(oJIornyeckoit op-
MBI 3a00JI€EBaHUS, YTO B AAJIbHEHIIIEM TTO3BOJISIET OTpe-
JIEJIUTh TAKTUKY U 00bEM XUPYPIrUUECKOrO BMEIIATEb-
ctBa. Jlyig pemreHust mocrasieHHoi 3agaun [19T/KT ¢
[18F]-bTopIODA siBiisieTcst TOCTaTOUHO YYBCTBUTEIb-
HBIM U cieuuM@UIHBIM MeTonoM. IIpu aHanu3e pe3yib-
tatoB [IDT/KT c [18F]-dbrop IOPA crnenyer opueHTH-
pOBaThCs KaK Ha BU3YalIbHBIE, TAK U HAa pacUETHbIE Ma-
pamMeTpsl. Pa3zpaboTka eAMHOro MpoTOKOJIa TPOBEACHUS
MMBT/KT c [18F]-propAODPA y maumentos ¢ BI'1 mo-
BBICUT TOYHOCTb TAHHOTO METO/Ia UCCIIEAOBAHNSI.

AonoAHuTeAbHas uHpopmaums

,ZlOHOJIHHTEJIBHble MaTepHaJibl K CTaThe

Puc. 1, a. Pe3ynbTaThl 103MTPOHHO-3IMUCCHOHHOI TOMOrpa- LE ':1. =
¢un ¢ [18F]-propIODPA: dokansnas popma BI'U. et s
JlocTyneH Ha IIBETHOM BKJIeiiKe 1 B ceT IHTepHeT:
https://doi.org/10.14341/probl9726-2820

Puc. 1, B. Pe3ybTaTsl 103MTPOHHO-3MHCCHOHHOI TOMOTpa-
¢uu ¢ [18F]-propJOPA: muddysnas ¢popma BI'U.
JlocTyneH Ha IIBETHO# BKJIeiiKe 1 B ceTh MIHTepHeT:
https://doi.org/10.14341/probl9726-2821

Ucrounnk ¢punancupoBanus. MoJieKyIsIpHO-TEeHETUIECKOE 1C-
cnenoBanue u [1OT/KT c [18F]-dropJOPA 6butr poBeneHBI TTPU
coneiicteun MoHna momnepxku u pazsutrs Grmantporu KAD.

Ommyeckas keneptusa. [Iposenenue [1OT/KT c [18F]-dropJIODA
B KaueCTBE METO/A MPEOTePAllMOHHON T depeHITMATBHON AUAaTHO-
ctuku Mopdonorudeckoit dopmel BI'M ono6peHo ToKaabHbIM 3THYe-
ckuM komuretrom @I'BY «HMMUL sHnokpunonorum» M3 P® (ripoto-
ko Nel8 ot 11.10.17). [NanmeHTH HOOGPOBOIBHO OAMTUCATN UHHDOPMHU-
POBaHHOE COIIacKe Ha ITyOIUKAIIUIO METUIIMHCKUX IAHHBIX B XypHase
«[TpoGieMbl 3HAOKPUHOIOTU».

KoHdaukT uHTepecoB. ABTOPHI 3asIBJSIOT 00 OTCYTCTBUU KOH-
(bukTa MHTEPECOB, CBSI3aHHBIX C IMTyOJIUKAIIMEN HACTOSIIIEN CTaThU.
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K crarbe I'voaesa JI. H. u coaem. «[AuddepennmanbHas 1uarioctuka mopgosornyeckux opm
BpoxeHHoro runepuHcynau3ma metoaom IIDT/KT ¢ [18F]-dhrop LOPA»

Puc. 1, a. Pe3yAbTaTbl NO3MTPOHHO-3MUCCMOHHOW TOMOrpa-
¢uu c [18F]-¢pTopAODA: hokarbHas chopma BIU.

Jlokyc noBbIiieHHOTo HakoruieHus1 POIT B o61acTy Tejia U TOJIOBKU
MOJIKETYIOUHOM Kesie3bl y nalueHTa 7 ¢ hokanabHoi dhopmoii BI'U.
I na 50—60-it MUHYTe MccaenoBaHusT cocTaBua 1,14, Torna Kak Ha
10—20-if MuHyTE OH ObLI paBeH 1,6.

0

Puc. 1, 6. Pe3yAbTaTbl NO3MTPOHHO-3MUCCMOHHOW TOMOrpa-
¢uu c [18F]-¢pTopAODA: andbpysHas chopma BIr.
PaBHoMepHoe HakoruieHue POI1 y manvenTa ¢ nudbdy3Hoi dhopmoii
BI'W. TTM Ha 50—60-it MmuHyTe uccienoBanust — 1,15.



