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AHHOTALUMUA

BBepneHue. BpoxaeHHbi runepuHcynmiunam (BIM') npeacrtaenset cobon HacneacTBeHHoe
3aboneBaHue, xapakTepuaytoLLleecsa rmnepcekpeunen nHcynmHa beta-kneTkamm nogxeny-
[OO0YHON enes3bl 1 NpuBoasiLLee K pa3BUTUiO runornukeMmunin. BIf'M otHocuTes k pegkum 3abo-
nesaHunam. Mo gaHHbIM €BPONENCKMX aBTOPOB, YacToTa BcTpevaemoctn Bl coctaenser
B cpeaHem 1:30000-1:50 000 HOBOPOXKAEHHbIX.

OnucaHue KIMHUYECKMX crny4yaeB. B cTatbe npuBoanTCA OnvcaHwe ABYX KIMHUYECKUX
cnyyaeB BI'M y neBoyek. B nepsom cnyyae geBoyka, 20.06.2017 roga poxgeHusd, rocnu-
TanuaupoBaHa B neguartpuyeckoe otaenenne NBY3 «[IKE r. KpacHogapa» M3 KK B cBsA3n
C CyQoOpOXHbIM cuHapomomMm. OuarHo3 BI'M 6bin ycTaHoBneH B Bo3pacTte 1 mecsiua. B 5 me-
csALeB AeBOYKe noaTBepXaeHa dokanbHas gopma BI'M ¢ nokanusaunen ageHoMaToO3HOro
dokyca B rofloBke NogxenyaovyHon xenesbl U NpoBedeHa cybToTanbHas pe3ekuns ronos-
KM NOAKeNnygoYHOW Xernesbl, YUTO MPMBENO K KOMMNeHcaumm cocTosHus. [JeBoyka BbinncaHa
B YOOBIETBOPUTENBbHOM COCTOSHUM NoA HabnogeHne B MOMUKITMHUKY MO MECTY XUTENbCTBa.
MauneHTKe, onMcbiBaemor BO BTOPOM KIMHUYECKOM crnyyae, anardo3 BI'M Obin noctaBneH
B 1 rog 4 mecsiua nocre rocnuTanuMsauumn B aHAoKpuHonornveckoe otaenexHne NeY3 «ArKb
r. KpacHogapa» M3 KK. [Ina yTouHeHus guarHosa geBodka HanpaBneHa B ®I'bBY «HMUL]
3HAoKpuHonorum» MuHsgpasa Poccuun, gnarHo3 BI'M nogteep)kaeH, HasHa4YeHo feveHune
npornvkeMom. Pe6eHok HeCKOMNbKO pa3 Haxoaunca Ha koHcynbtauumn B ey «HMWL, sngo-
KpuHonorun» Muusgpasa Poccun gnsa koppekuunmn tepanuun. B utone 2020 roga no pesynbTa-
TaMm npobbl ¢ ronogaHnem Ha poHe Tepanun npornukemom 2,9 mr/kr/cyT (62,5 mMr/cyT) KOH-
cTaTMpoBaHa MeAnKaMeHTO3Has KoMmneHcaums 3abonesaHus. BeinvcaHa ¢ ynydweHmem nog
HabngeHne aHOOKPMHOMOra no MecTy XUTenbCTBa C PEKOMEHAaUMUSMU — MPUEM MO XKU3-
HEHHbIM NMoKa3aHWaM npenapara NporfnkeM B Ha3Ha4YeHHOW JO3MPOBKeE.

3akntouyeHune. AHannanpysa npuMBefeHHble KMNMHUYECKMe cryyan, MOXHO caenaTb BbIBOA,
YTO, HECMOTPS Ha HEe3HaYUTENbHY YacToTy BcTpevaemoctTn B v goctatouHyto retepo-
reHHOCTb 3aboneBaHus, NpUBEAEHHbIE KIMHUYECKUE Ccriydan NoATBepKAatoT BO3MOXKHOCTb
CBOEBPEMEHHON AmarHoctukun u nedenns Bl y geten. NpoBegeHHas agekBaTHas Tepanuns
no3BonseT AOCTMYb KOMMeHcauun 3aboneBaHus v NpodunakTMpoBaTb HEBPOIOrMyeckue
OCINOXXHEHUS B NOCreayoLeM.

KnioueBble crioBa: ey, BPOXKAEHHbIN TMNEPUHCYIIMHU3M, TMMOTMKEMUN Y AeTel

KOHqJnMKT UHTEepeCcOoB: aBTOPbI 3aABUITN 06 OTCYTCTBUUA KOHCb.I'II/IKTa MHTEepeCOB.

Ona untupoBaHua: YepHsk U.HO., Knewenko E.N., lWagpnHa 3.M., AnekceeHko A.C., fono-
BeHKO V.M. BpOXXOEeHHbI TMNEPUMHCYNIMHU3M: KNnHMYeckume criydaun. KybaHckull Hay4YHbIl
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ABSTRACT

Background. Congenital hyperinsulinism (CHI) is a hereditary disorder presenting with the hy-
persecretion of insulin by pancreatic beta cells and further development of hypoglycaemia. CHI
is an orphan disease. According to the European sources, its incidence averages to 1:30,000—
1:50,000 newborns.

Clinical Cases Description. This article describes two clinical CHI cases in girls. Case 1: a
girl, born on 20.06.2017, was admitted to a paediatric unit of the Children’s Territorial Clinical
Hospital for a seizure syndrome. CHI was diagnosed in the age of one month. At 5 months, the
girl was confirmed a focal CHI with adenomatous focus localised in pancreatic head; a subtotal
head resection has been performed facilitating a compensation. The girl was discharged in a
satisfactory condition for a local residence outpatient follow-up. Case 2: the patient was diag-
nosed with CHI at 1 year 4 months upon admission to an endocrinology unit of the Children’s
Territorial Clinical Hospital. The girl was redirected to the National Medical Research Centre for
Endocrinology, where CHI was confirmed and indicated for a proglycem treatment. The child
was followed-up at the Centre to adjust therapy. In July 2020, a fasting test with background
proglycem therapy of 2.9 mg/kg/day (62.5 mg/day) revealed a medicated compensation. The
patient was discharged with improvement for a resident endocrinologist follow-up with a recom-
mendation of proglycem at a prescribed dosage upon vital indications.

Conclusion. The clinical cases illustrate that, despite rarity and a marked heterogeneity, CHI
can be timely diagnosed and properly treated in children. An adequate therapy can facilitate the
disease compensation and prevent lifetime neurological complications.
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BBEOEHUE

BpoxaeHHbn  runepuHcynuHuam  (BIM'M)  (koa
no MKB: E16.1) oTHOCUTCS K HacneacTBEHHbLIM 3a-
bonesaHusaM. KnuHudeckun GonesHb nposiBrsieTcs
rMNornMKeMmen 3a CYeT rmnepcekpeunn MHCynmHa
DeTa-kneTkaMmy nompkenyqovHom xenesbl. BIM or-
HocuTcst K opchbaHHbIM 3aboneBaHusM. Bnepsble
BN Obin onmcaH Kak «uauonatuydeckas rurno-
rmvkemMus getckoro Bospacta» B 1954 rogy yde-
HeiM |. MacQuarrie. B nocnegytowme rogbl AaHHoe
3aboneBaHne onpegensanu pasHbIMKU TepMUHAMMU
KaK «NenumH YyBCTBUTENMbHASA TMMOMTMKEMUSY,
«CUHOPOM AMCperynsaumm [-Krnetok», «nepcuctu-
pyloLLne TUNepUHCYNIMHEMUYECKNE TUNOMMUKEMUN
MnageH4yeckoro Bo3pacta». B 1938 r. [1] onst onpe-
nenernst BIU T Jlengno BBen TEPMUH «HE3UAUO-
bnacTto3y», NpeacTaBnAOWMA ToTamnbHYK TpaHc-
dopmaumio MPOTOKOBOMO ANUTENUS NOAXKENYL0YHON
xenesbl B 3-KNeTku, NpoayLupyoLLne NHCYIUH.

CerogHa BI'M npencrtaBnsieTcs reTeporeHHbIM
3aboneBaHVeM, BKIOYAKLWMM pasfMyHble MOJIEKY-
nApHo-reHeTudeckne gedekTbl, Mopgonorndeckue
dopMbI 1 KIMMHUYECKNE NPOSBreHNs 3aboneBaHus.

JlutepaTypHble WCTOYHWKM OMMUCHIBAOT OKOJO
13 reHoB, y4acTBYIOLLNX B PErynsaLnmn cekpeumm nH-
cynuHa [2]. B 6onblumnHcTBe cnyyaes BI'M otmeva-
IOTCH MyTauuu reHoB, Y4acTBYOLWNX B perynsumm
n gyHKuMoHnpoBaHum AT®d-3aBucuMbIx K*-kaHa-
NoB B-KMEeTOK MOAXEeNyAOYHOW Xenesbl, K npume-
py KCNJ11 n ABCC8. B naTtoreHese npv mytauumu
NepeyYnCrieHHbIX TeHOB U3MEHSEeTCs CTeneHb MNo-
napusauum MembOpaHbl (B-knetok, AT®d-3aBucK-
Mble K*-kaHanbl 3aKpblBalOTCA, YTO NPUBOAMUT K U3-
ObITOYHOM cekpeunn UHcynuHa. K HacTosiwemy
MOMEHTY BbisiBNeHo 6onee 150 myTaumi B reHe
ABCC8 un 25 myTtaumn B reHe KCNJ11, kak ayTo-
COMHO-pPELeCCUBHbLIX, Tak W ayTOCOMHO-OOMMU-
HaHTHbIX [3]. KnnHudeckn Tsxkenoe TeveHme BTN,
C paHHuUM AeblToM, He nogaaroLleecs KoHcepBa-
TUBHOW Tepanuu, onpefenseTca peLecCuBHbIMU
myTaumsamu reHoB KCNJ11 n ABCCS8. [loMmuHaHT-
HO Hacregyemble hOpMbl B KIMHUKE umetoT 60-
nee MArkoe TeyeHwe, MO3AHIK MaHudecTauuio,
OaHHble POopMbl YyBCTBUTENbHbLI K Tepanun aua-
30Kcuaom [4].

MyTtaummn reHa GLUD1 HacnegytTca no ayto-
COMHO-AOMWHAHTHOMY Tuny. [laHHbIV reH kogupyeT
MUTOXOHOPWAnNbHbBIN PEPMEHT rnyTamataernapo-
reHasy, npv ero HapyLleHUsX CHUXaeTCsl YyBCTBU-
TENbHOCTb (bepmeHTa K nenuuHy. B tepanun ru-
MOrMUKEMUM UCMONb3YTCA ANa30KCUAMH U aneTa
C HU3KUM copepxaHmem benka.

Moepexgenns reHa GCK, onpegenstoLwero
PYHKLMIO FFIIOKOKMHA3bl, OTHOCAT K AOMUHAHTHOMY
TUNY HacnegoBaHus. OTOT (PepMeHT KaTanuanpyet
peakumm ocopunmpoBaHus rKo3bl, MyTaunum
reHa GCK npuBOOAT K YBENMYEHUIO 3KCMpeccumn
depmeHTa, 4TO BrieveT 3a cobon rmnepcekpeLnto
uHcynuHa [5]. KnuHuka Bl pasHoobGpasHa: Ts-
Xeras, yctonumBas K revyeHuto, beccumntomHas
CO CHWXEHWEM [TIH0KO3bI Nocrne npuema num u co-
XpaHeHneM HOPMaribHOrO YPOBHS TMOKO3bl KPOBU
HaTowak [6].

Hanbonee peaokumu npuunHamun BI'U aenstotcs
myTaumm reHoB HADH, HNF4A, SLC16A1, INSR,
UCP2 [7]. Mytauun reHa HADH, peueccrnBHO Ha-
cnegyemble, BNUSAIOT Ha OyHKUMIO hepmeHTa 3-ru-
apokcu-aumnKoA-gerngporeHasbl,  y4acTBYyloLLe-
ro B npouecce [-OKUCINEHNs KOPOTKOLLENOYEYHbIX
XMPHBIX KUCIOT. KnuHnyeckoe TedeHne npy gaHHON
MyTauum He TshKeroe, Npu 3ToOM oTMeYaeTcs Tepa-
NeBTUYECKMI OTBET Ha AnasoKkcuamH [8].

BbigenstoT cnegytowime mopdgonornyeckme dop-
Mbl BI'N: andbdysHada, okanbHag v atunuyHas.
OnddysHaa dopma BcTpevaeTcsi Hambonee 4a-
cto — 50-60% cny4aeB, xapakTepuayeTcs nospe-
XOeHMeM Bcex [B-KNeToK NnoaXernygo4vHoW Kenesbl.
B 40-50% cny4aeB oOTMevaeTcss OrpaHWYEeHHbIN
ovar nopaxeHusl B MOKeNy4ovHON xene3e — ¢o-
kaneHas dopma BI'M. Atunuunaa dopma BI'U,
no AaHHbIM NIMTEPATYPHbIX UICTOYHUKOB, ANArHOCTU-
pyetcsa MmeHee yeM B 5% cny4vaes [9].

B’ otHocutcst kK opcdhaHHbIM  3aboneBaHUsIM.
MpoeeneHHoe B 2009-2011 rogax MHOrOLIEHTPOBOE
nccnegoBaHne B MockBe mnokasano, 4To 4actoTa
BcTpevaemocTu BI'M coctaensiet 1:45000'.

Manudpectauma 3abonesaHna B 6GOMNbLUMHCTBE
crny4yaeB OTMeYaeTcsl B nepuoge HOBOPOXOEHHO-
CTW, XOTS1 BO3MOXHa 1 B 6ornee nosgHem Bo3pacTe,
BMNoTb Ao 3-x net. B knuHuke BN onucanbl Tsxe-
nole 1 nerkne OPMbI, KIMMHUYECKN MpPaKTUYECKM
6e3 CMMMTOMOB, 33 WCKMIOYEHMEM TMnoAnHaMum
W CHUXKEHUS anneTuTa.

B nepuoge HoBopoxaeHHocTu y geten ¢ BI'U
oTMevaeTcsa bonbluag macca Tena npu poxaeHumn,
BbISIBNATCS MaKpOCOMWS, KapauvomuonaTtus, re-
natomeranus [10]. Y 6epeMeHHbIX XEHLUH MOXET
oTMevaTbCca M30bITOYHasa npubaBka Macchl Tena
Ha NpPOTsKeHUN 6epeMeHHOCTMW.

B nepuoge HoBopoxaeHHocTn Bl npoTekaet
Hanbonee TsXeno, ¢ CygqopOoXHbIM CUHOPOMOM, MO-
Tepen cosHaHus. NogaepaHne HOPMOMMMKEMUM
y HOBOpOXAEHHbIX ¢ BI'M TpebyeT kpalHe BbICOKMX

' MenuksaH M. A., KapeBa M.A., lMetpsiikuna E.E., Bonkos U.3., ABepbsHoBa t0.B., KonomuHa W.T., Typesuu J1.E., MNeTtepko-
Ba B.A., Brusgaard K., Christesen H.T., lenos .. BpoxXAeHHbI runepuHcynMHu3M. Pe3ynbraTbl MOMeKynspHO-reHeTU4eckmx
nccneaoBaHuii B poccuinckon nonynauun. lpobnemsr aHOokpuHonoauu. 2012; 58 (2): 3-9.
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003 BHYTPMBEHHO BBOOMMOIO pacTBopa [MOKO3bl,
0o 20 wmr/kr/muH. NocnegHue gaHHble NOATBEPAU-
nK, 4YTO TsKenasi NPOAOIKUTENbHAsA TMMNOrMNKEMUS
NPUBOANT HE TONbKO K METabonM4yecKomMy UCTOLLEe-
HUIO HEMPOHOB FOSTIOBHOMO MO3ra, HO M K UX aKTUB-
HOMY MOBpEXAEHMIO. DT MOBPEXAEHNS OXBaTbl-
BaOT MPEMMYLLECTBEHHO HENPOHbI, HaxogsLmnecst
B KOp€ rofloBHOro Moa3ra, runrnokammne, XBOCTaToM
saape [11, 12].

OuarHoctnka BI'M cknagbiBaetca M3 onpeaene-
HWUS1 YPOBHS MHCYIMHA W [TOKO3bl KPoBU. [pn aTom
rnokasaTenu WHCyNuHa nnasMbl B MOMEHT [UMO-
rMUKeMUN OO0IMKHbI ObITb Gonee 2,0 ea/n, a rnto-
KO3bl KpoBUW <2,4 MMOnb/Nn y aeten ctapwe 1 roga
n <2,2 Mmmonb/ny aeten Ao roga. Mmnoketotuyeckmi
Xapaktep TUMnorfMKEMUI, OTCYTCTBME KETOHOBbIX
Ten B MOYe; HU3KUA ypoBeHb 3-ruapokcnbyTtupara
B KPOBW; BbIPAXXEHHbIA MMNEPrIIMKEMUYECKUIA OTBET
Ha BBEOEHWE T[NoKaroHa — MOBbILEHNE YPOBHSI
rMoKo3bl KpoBM Bonee Yyem Ha 1,7 MMONb/N; BbICO-
KA UM HopMarnbHbIN ypoBeHb C-nentuaa Ha oHe
rMNOrnMKeMMmM; NOTPEBHOCTb B BbICOKUX 403aX MIH0-
KO3bl (>8 Mr/KI/MUH); HA3KME YPOBHU aMUHOKUCIOT
(anuHa, nenumMHa) U HopmaribHble — KOHTPUHCY-
NAPHBIX TOPMOHOB (COMaTOTPOMHbIA FOPMOH, KOPTU-
3071, IMIOKaroH) B KPOBU — MOATBEPXKAAKT AaHHbIN
AnarHo3. BeipaxeHHbIn nogbeM YpoBHSA KopTM3ona
W rnioKaroHa B OTBET Ha MMOrnUKEMUIO, Kak npaBu-
10, OTCYTCTBYET.

Bcem naumeHtam ¢ BI'M pekomeHgoBaHo npose-
OeHne MOMeKynsApHO-reHEeTUYECKOro nccrneaoBaHms
reHoB KCNJ11 n ABCC8 [13]. C uenbto UCKMYeHUsI
WHCYNMHOMBbI, Npy NO3gHeM AebtoTe 6onesHu, nauu-
eHTam Heobxogumo npoeegexne Y3 1 mynstucnu-
panbHOM KOMMbIOTEPHON TOMOrpadun NoAXenyaoy-
HOW xenesbl. A Takke MNO3UTPOHHO-3MUCCUOHHOM
Tomorpacoun ¢ 18-cnroopun-n-3,4-gurngpokcude-
HunanaHnuHom (M3T ¢ ®P-AOIMA) 4ns AMarHocTukK
dokanbHbIX oopm BI'M [12].

OuddepeHumpoBaTtb  gaHHoe  3aboneBaHue
HeobXxoanMOo € ApYrMMU TMNOrMMKEMUSMU. DTO BPO-
XOeHHble edekTbl B-OKMCNEHUS XKUPHbBIX KUCIOT;
CcvHOpoMarnbHble (hopMbl TMNEPUHCYNMHN3MA (CUH-
apom bekButa — BupgemaHa, cuHgpom Cotoca,
cvHapom Allepa v Ap.), ¢ 3aboneBaHNsIMU rMUKO3M-
NNPOBaHUSA U UHCYNUHMAPOAYLMPYOLWNMI ONyXons-
MW NOMKENyA0YHON Xernesbl 1 Ap.

OcHoBHas 3agava nedexHuns BI'M — ato Hopmans-
Hbll YpOBEHb MoKo3bl kKpoBu (3,8—4,0 mmonb/n).
MNpenapar, ncnonbdyembli B riedeHnn BI'N, — gu-
asokcug. MexaHusm ero TepaneBTUYECKOro Aeu-
CTBUA 3aknioyvaetcd B akTmBaumm ATP-3aBUCUMMBIX
K-kaHanoB [(-KNeTtok MNOmKenygo4yHOM >xenesbl.
B cnyyae otcyTtctBUSA adpdpekTta OT AaHHOro npe-
napata Ans ycuneHust 4encTBus guasokcuga BO3-

106

2022 | Tom 29 | Ne 2 | 103-117

MOXXHO npucoeaunHeHmne Xxnoptunasnaa. [MokaroH
NCNonb3yeTcd ONA KynnpoBaHUA OCTPOro rmnormnu-
KeMN4YeCKOro COCToAHUA.

B cnyyae coxpaHeHus1 rmnornMkeMmyeckmnx CocTo-
SAHUA N PE3UCTEHTHOCTU K NEPEYNCIIEHHBbIM Npena-
paTtam naumeHtam ¢ B’ pekomeHgoBaHO xupypru-
yeckoe nederue. MNpu auddysHbIx dopmax BN,
TSXKENOM TEYEHUW MPOBOAUTCS MaHKPEaTIKTOMMUS,
npuM 3ToM BMelwaTenscTBe yaansdetcd 95-98 %
TKaHW NOMXenyao4Hou >xkenesbl. Becnegcteue cy6-
ToTanbHoM nakpeataktomun B 40-50% cnyyaes
pa3BMBAETCS MHCYMMH3aBUCUMbIA CaxapHbIn ava-
Ber. Mpu dhokanbHbIX hopMax BbINOMHAETCS yaane-
HMe MOPaXXEHHOro yyacTka, pe3ynsTaToM KOTOpPOro
SIBMSIETCS NOMHOE BbI3AOPOBIIEHNE.

MporHo3 BI': y 6onblunHCTBA NALMEHTOB C BO3-
pacTOM TSDKECTb TeYeHus 3aboneBaHusi, a Takke
YacTtoTa 3NM3040B TUMOMMMKEMUN PE3KO CHUXKAIOT-
Cs, NpW 9TOM J03a AMa3oKCuaa CHUXKaeTcd A0 Mu-
HumarnbHoW. [lo gaHHbIM nuTepaTypbl, Yy OeTew,
nepeHecwnx CcyoToTanbHYD MAaHKPEaT3KTOMUIO,
okono 40 % MMeT UHCYNMH3aBUCUMbIN CaxapHbIN
onabet, 2-5% TpebyloT nevyeHus [Ma3oKCUOoM
AN nogaepXaHvus HOPMOITIMKEMUM, Takke onuca-
Hbl Crnyyau BbI3gopoBneHus nauueHTtoB [14, 15].
Mo OaHHBbIM pasHbIX aBTOPOB, 3afepXKa MNCUXO-
MOTOpHOro pa3sutns otmedaetcs y 30—40% Bcex
nauneHtoB ¢ BI'N, B 15-20% crny4yaeB BbISIBNEHO
dopmupoBaHue anunencum [16].

KNMUHWYECKMA NPUMEP Ne 1

MHdopmauma o naumeHTe

MauwenT 3., geBouka, 20.06.2017 r.p., Bo3pacT
Ha MOMeHT obcnegoBaHus coctaBun 1 mecsy
2 Hepenu, Haxogunacb Ha obcrnegoBaHMM B negu-
aTpMyeckoM OTAENEHUN rocyaapcTBEHHOro Oroa-
XKETHOro yupexaeHus 3gpaBooxpaHeHnsa «[letckas
KpaeBas knvHudeckaa GonbHuua» MuHucTepcTBa
3npaBooxpaHeHus KpacHogapckoro kpas (FBY3
OKKB M3 KK), r. KpacHogap. MNpebbiBaHne nauu-
eHTkn B 'BY3 [KKB coctaBuno 14 Konko-gHewn, c
01.08.2017 no 14.08.2017.

AHaMmHe3 3abonegaHusi: pebeHok 6oneH ¢ poxae-
HWsl, B paHHeM HeoHaTanbHOM Mepuoae oTMeva-
NUCb 3NK304bl TMNOMMMKEMUX U TUNOMNKEMUYECKUE
Kpu13bl, NPy 3TOM 3aUKCUPOBaHHbIV YPOBEHb [ItO-
Ko3bl KpoBu cocTtasun 0,5 mmons/n. B pogunbHoMm
[oMe OeBOovke npoBoaunach WHY3MOHHaa Tepa-
Nnnsa pacTBOPOM [JHOKO3bl. BbinucaHa 3 poannsHo-
ro Joma B yAOBNETBOPUTENBHOM COCTOSIHUN C PEKO-
MeHOauMs MK N0 YacTOMY KOPMIIEHMIO U KOHTPOJIO
rMUKEMUN.

Ha 14-e cyTku >xu3HM peBodka Obina rocnuta-
nu3mpoBaHa B AETCKOe OTAeneHue rocygapCrBeH-
HOro GHOKETHOMO YYPEXOEHUS 34PaBOOXPAHEHUS
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«JlabvHcKkas ueHTpanbHasi panoHHasi GonbHULA»
MwuHucTepcTBa 3gpaBooxpaHeHus KpacHogapcko-
ro kpas (FBY3 «JlabuHckas LIPB» M3 KK) B cBs3u
C 3aTshkHOW enTyxon. B ctaumoHape 'bY3 «Jla-
OuHckas LIPB» y naunMeHTKn HeoOHOKpaTHO oTMe-
Yanucb Cyaoporu, BSANOCTb, 3aTOPMOXEHHOCTb,
npy 9TOM YPOBEHb [tOKO3bl OblN Ha ypoBHe 1,7—
1,8 Mmonb/n. CygopoOXHbIE COCTOSIHMSA KynmMpoBa-
NCb BHYTPUBEHHbLIM BBEAEHMEM TTIHOKO3bI.

[MoBTOpHas rocnutanuMsauus B OETCKoe oTaene-
Hue NBY3 «JlabuHckas LUPB» 31.07.2017 r. B cBSA3n
C BO3HUKLLMM CYLOPOXHbIM cMHApOoMOM. [poBeaeH-
Hoe nabopaTtopHoe obcneaoBaHue BbISIBUIO: TMMNO-
kansumemuto, runornmkemmto (0,7 MMornb/n), CHuXKe-
Hue kopTm3ona (17,5 HMonb/N); IMNEPUHCYNMHEMMIO
(58 mkMe/mn); ropMOHBbI LuTOBMAHON Xenesbl (TTT,
CT4, CT3) 6binv B npegenax BO3pacTHOW HOPMBbI.
B cBs3u ¢ TskecTblo cocTtosiHms 1.08.2017 r. geBou-
ka Oblna rocnuTanu3avpoBaHa B neavaTpudeckoe
otaenenve N'bY3 OKKB.

AHaMmHe3 Xu3HU. PebeHok oT 5-11 6epeMeHHOCTH,
npoTtekaBllen Ha ¢OHe HOCUTENbCTBA LMTOMEra-
nosupycHon uHdekummn (LUMBW), Tokconnasmosa,
Bupyca npoctoro repneca (BI), a Takke nmeto-
werocs y matepu oxupeHus | cteneHn. Pogbl 5-¢,
cpoyHble. Bec pebeHka npu poXaeHUM CocTaBuil
4770 r, pnvHa — 60 cm. Mo wkane Anrap pebeHok
Obin oueHeH B 7/8 6annos. MNepwuog, rpygHoro Bckap-
MIMBaHUSA npopormkanca oo 3 Hegenb. B poaunb-
HOM JOMe naumeHTKa BakumHupoBaHa BLIDK.

Annepaonoau4yeckuli aHaMHe3: He OTSATOLLEH.
HacnedcmeeHHbIlU aHamMHe3: CO CNOB poauTenen
He OTSrOLLEH.

PusnkanbHaa gMarHocTuka

Mpu nocTynneHnn coctosiHne peGeHka OLEHEHO
Kak Tshkenoe 3a cyeT runornukemun. CamodyBcTere
HEBO3MOXHO OLIEHWUTb BCINEACTBME paHHEro BO3pa-

cta. Koxa 1 BuaMmble cnnsncTtble YNCTble, yMepeH-
HO BnaxkHble, M3MONOrM4yeckon okpacku. LLuTto-
BUAHAs xenesa B TUNUYHOM MecCTe, Mpu nansnauum
anactuyHas, 6e3bonesHeHHas. [lepudepunyeckme
NMMOoy3nbl HE YBENUYEHbI.

[bixaHne 4Yepe3 HOC He 3aTpyAHEHO, BblaeneHuii
HET; 3eB He rmnepemMmnpoBaH. AycKynsTaTUBHO B Jler-
KMX onpegensieTcs nyapurbHoe AblxaHue, Xpurbl OT-
CYTCTBYIOT. TOHbI cepALa SACHblE, PUTMUYHbIE, LLIYMbI
He BbicnywmBatoTcs. XKaxabl HeT. XKMBOT cumMme-
TPUYHbBINA, NpY NanbnaLmun Msarkui, 6e360ne3HeHHbIN;
neveHb, ceneseHka He yBenuyeHbl. Modeuncnycka-
Hne cBobogHoe, 6e3bonesHeHHoe. [lonuypumn Hert.
Ctyn perynsapHbiii, 6€3 NaTonornyecknx Npumecen.

MpeaBapuTenbHbIM AUarHo3

BpoxaeHHbin  runepuHcynuam?  Heobxognmo
WCKIMOYNTb HAANOYEYHUKOBYHO HEOCTAaTOYHOCTb?

BpemeHHas wkana

XpoHornorusa pa3sutus OonesHn naumneHtkn 3.
1 MPOrHO3 NpeacTaBneHbl Ha pucyHke 1.

OunarHocTuyeckue npoueaypbl
(nposedeHnbl 8 cmayuoHape '6Y3 [IKKb)

JlabopamopHble uccnedosaHusi

Onsa yTouHeHus guarHosa pebeHky 6binv npo-
BefEeHbl cneaywlee OUOXMMUYECKME UCCNeno-
BaHua kposu ot 02.08.2017 r. (pedepeHcHble
3Ha4YeHus yKkasaHbl B CkoDKax): onpegeneHue
YPOBHS WHCynuHa B kpoBu 58 MkEa/mn (2,6—
24,9 wmkEp/mn); onpegeneHne YpPOBHA TTHOKO3bI
kpoeu 0,7 mmonb/n (2,8-4,4 mmonb/n); onpe-
OeneHne YpoBHSA B KpoBu nokaszatens C-nentu-
aoa 8,51 wr/imn (0,78-5,19 Hr/mn). TopmoHanb-
Hble uccnegoBaHua ot 02.08.2017 r.:. kopTuson
B 7:00 yacoB — 9,9 wmkr/an (5,5-19 mkr/gn), kop-
Tm3on B 21:00 vac — 2,7 mkr/an (1,5-16,6 mkr/an),
TUPEOTPOMNHbIN ropMoH 3,0442 mMME/mn  (0,85—

C poxaeHus 1 mecsiy 1 mecau Sl
P 2 Hegenun 5 mecsiueB NPOrHO3

MepBble NposiBNEHUS. [ocnuTanusnpoBaHa locnutanusaums [ocnuTanusauus MonoxutensHas

Fnornukemmnyeckme B IETCKOE OTAEeneHne B neguartpuyeckoe B ®IrbY «HMUL], OUHaMuKa.

kpu3bl (0,5 mmons/n). || LIPB. oTaeneHve 3HIOKPUHONOTNN» [N Kun3Hm

[narHos He CynopoxHbIn Y3 [OKB. Mwunsgpasa Poccuu. 1 300pOBbsI

noctasneH CUHOPOM, Ds. BI' MonekynsipHo- GrnaronpusiTHbIN
TUNOrMMKUMUS reHeTM4eckoe npv ycrnoeuu
(0,7 mmonb/n). nccrefoBaHue: cobntoaexus
[narHos He reTepo3vroTHas pekomeHzaumi

nocTtaBlieH

myTauns Q44H

B reHe ABCC8.
Cyb6ToTanbHas
peseKuus ronoBKu
noaKenyao4HoON
xenesbl

Puc. 1. MayueHnmka 3. XpoHonozaus pazsumusi 60/1€3HU, OCHO8HbIE COBbIMUS U MPO2HO3.

Fig. 1. Sequence of disease in patient Z., key events and prognosis.
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6,5 MME/mn), TMPOKCUH cBoboAHbIM — 1,23 Hr/an
(0,86-2,1 Hr/gn), napatMpeougHbIi FTOPMOH, WH-
TakTHbI — 143,3 nr/mn (12,3-95,2 nr/mn).

MHcmpyMeHmaanble uccnedoeaHus

OKTI (04.08.2017 r.): YUCC — 150 B MuHyTYy, 0C
He OTKIIOHEeHa.

KoHcynbmauyuu cneyuanucmoe
OHAokpuHomnoe (03.08.2017 r.): AnarHo3s — BI'A.

KnuHunyeckum anarHos

[narHo3 «BpOXOEHHbIA MNEPUHCYNINHU3MY Bbin
YCTaHOBMEH Ha OCHOBaHUW Xanob, AaHHbIX aHaM-
He3a 3aboneBaHWs M OOBEKTMBHOIO OCMOTPA,
a TakkKe AaHHbIX OOMOMHUTENbHOro obcrneaoBaHms:
runepuHcynuHemus (58 mkEA/mMn) Ha ypoBHe rnuvke-
Mun 0,7 MMONb/M; yBENMYEHNE B KPOBY Nokasartensi
C-nentug go 8,51 Hr/mn.

OundphepeHumanbHas guarHocTuka

B HeoHaTanbHoM nepuoge Bl Heobxogumo
anddepeHumpoBaTh C BPOXAEHHbIMUY 3aboneBaHu-
MM [MIMKO3UNUpoBaHus. B knuHuke aTmx 3abonesa-
HWIA XapaKTepHbl 3afep>Kka prM3n4ecKoro pa3suTus,
aunapesi, poTta, QEHOTUNNYECKN — Hannime CTUrm
ancambpuoreHesa B BUAE MHBEPTMPOBAHHbIX CO-
CKOB, MuKpoLedanum, ocTeoancnnasum.

OundpdbepeHumansHbin anarHo3 BI'M nposoguTtcs
C AedUUUTOM KOHTPUHCYNSAPHBLIX FOPMOHOB: BpPO-
XOEHHbIA TMNoNUTYUTapu3M, N30NMPOBaHHbIN Aedun-
UUT COMAaTOTPOMNMHOro ropMoHa, MepBUYHas/BTOpUY-
Hasi HaAMOYeYHUKOBAsi HeLOCTAaTOYHOCTb, OCHOBaH
Ha xapaKTepHbIX KNMHUYECKUX NPOSIBNEHNAX: 3aaep-
XKa pocTa, rMnorfnnMkeMmm, Bo3HUKarLWwme Ha goHe
CTPECCOBbIX peakunn, WHMEKUMIA, TMNnepTepMUN.
Y Hawen naumeHTkuM ropmoHbl kopTtuson, TTT, CT4,
CT3 6binun B Nnpegenax Bo3pacTHOWM HOPMbI.

OudhdpepeHumanbHasg guvarHoctuka audpdpysHom
n dokanbHoM POpMbl OCHOBAHa Ha MOMEKynsip-
HO-TEHETMYECKOM MCCrefoBaHUN OedEeKTOB FEeHOB.
B cnyyae reHeTuyeckon BepudurkaLmm pokanbHOro
BI'/ ons Busayanusauuym obpasoBaHus UCNOMb3yeT-
ca M3T c "*d-A0NA.

MeauumHckue BMellaTenbCcTBa

B neguwatpnyeckom otgenexHun FBY3 OKKB na-
LUMEeHTKe B rnepBble Yachbl Obina HaszHavyeHa WHQY-

3MOHHasA Tepanus pacTBOPOM [IHOKO3bl U3 pacyeTa
12 wr/kr/muH. Tlocne noaTBepXaeHus amarHosa
BI' c 03.08.2017 r. Ha3Ha4YeHO fleYeHMEe OKTpeo-
TUAOM (CMHTETUYECKMM aHanorom coMartocTaTuHa)
B [J03€e 5 MKI/Kr/CyT B 4 npyema Cc NoCcTeNeHHbIM yBe-
nnyeHnem go3bl 4o 15 mkr/kr/cyt. OcHoBHasA 3aga-
Yya nedveHus npu Bl 3akniovaetca B JOCTUXKEHUN
CTOMKOW 3YrfiMKeMnn Ha (poHe HOPManbHOrO pexu-
Ma nutaHust. OObeM MHAY3NUM TNHOKO3bl U KOHLIEH-
Tpauus npenapatoB 3aBUCHAT OT YPOBHS [THOKO3bI
kposwu. Lleneson ypoBeHb rmioko3bl npu B — 6o-
nee 4 mmonsb/n.

OnHamMuKa n ncxopbl

PerynspHo npoBogunocek uccriegoBaHue rnuke-
MUYECKOro Npodunst B TedeHne OHs Ha (PoHe MH-
dy3un pacTBOPOB [MOKO3bl U Ha (poHe nevyeHus
okTpeoTMaoM. B Tabnuue 1 npuBegeHo nameHeHne
YPOBHS IMOKO3bl HA (POHE NPOBOAUMON Tepanuu.

Mo [aHHbIM  MOHWTOPWHIa  [MOKO3bl  KPOBU
(Tabn. 1) BMAHO, YTO Ha (hoHe MHAY3UN OKO3bI
13 pacyeta 12 Mr/kr/MuH, a B ganbHerem Ha oHe
BBeOEeHUA okTpeoTuaa m3 pacdeta 15 mkr/kr/cyT
YPOBEHb TMHOKO3bl NMOAAEPXKUBANICA B Npegenax ue-
NEBbIX 3HAYEHUN.

MaumeHTka Oblna BbiNMcaHa noa HabnwaeHue
y4acTKOBOro negvartpa, SHAOKpMHOrora no Mecty
XWUTENbCTBA W OETCKOr0 AMarHOCTUYECKOrO LeHT-
pa 'BY3 OKKB. C pekomeHOaunamu: NpoaoriKUTb
KOpMIfeHne aganTuMpoBaHHOM MOSIOYHOM CMECHIO
no BO3pacTy KaxAble 2 4aca; OKTpeoTu B [o3e
15 wmkr/kr/cyt B 4 BBegeHusa (6.00; 12.00; 18.00;
24.00) NOAKOXHO; KOHTPOMb [MMKEMUN Kaxable
2 vaca c¢ (pukcaumen pesynsraToB. PekomeHaoBaHa
rocnutanusaums B peaepanbHoe rocygapCTBEHHOE
GroakeTHoe yudpexaeHne «HaumoHanbHbI Mean-
LMHCKNA nccneoBaTenibCKUA  LIEHTP 3HOOKPUHO-
nornn» MwuHucTepcTBa 34paBooxpaHeHust Poccuii-
ckoin Pepepauum (Prey «HMUL, sHaoKkprHOMOrMn»
MwuHsnpasa Poccun) aonga sepudmkalmm gmuarHosa
1 BbIbOpa TaKTUKM NTeYEeHNs.

BonbHasi 6bina rocnutanusvMpoBaHa M Haxoau-
nace B ®IbY «HMWL, sHgokpuHomorumy MwuH-
3gpaBa Poccum ¢ 25.09.2017 no 24.10.2017 .
Mpwv nocTynneHun NPoAoKeHa Tepanmsa OKTPeoTu-
OOM B jo3e 12 MKr/Kr/cyT, Ha 3TOM (hOHE BbISIBIEHbI
peunanBupyolMe runornmkeMmnn ao 2,4 Mmornb/n

Tabnuya 1. MoHumopuHe ypo8Hs 2/1t0K03bl Ha ¢hoHe nposodumoli mepanuu om 03.08.2017 e.
Table 1. Glucose monitoring in ongoing therapy (dated 03.08.2017)

0,7 8; yepe3z 2yaca— 1,9

54—54—6— 56—
12,2—153—95— 81

42 —4—
48—69—66—53
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B TeYeHue [OHS, npoTtekawwme 0e3 KIMHUYeCcKon
cumnTomatukn. 26.09.2017 r. Gbina npoBegeHa
npoba ¢ ronogaHnem. Ha dooHe npuMeHeHnsa okTpe-
oTvaa B 4o3e 12 MKr/Kr/cyT. NPOAOIKUTENBHOCTb ro-
NOAHOro NpoMexyTka — 3 Jaca, Npy 9TOM YpOBEHb
rMOKO3bl B KPOBU cocTaBun 2,48 MMornb/n, ypoBEHb
KETOHOBbIX Ten B KpoBu — 0,2 MMOIMb/f, YpOBEHb
nHcynuHa — 5,66 MKEQ/mn; 3akntoyeHne — KoHcTa-
TMpOBaHa AeKOMMeHcaLus OpraHW4eckoro runep-
WHCynuHuama. B cBa3mn ¢ yem ¢ 26.09.2017 r. k Te-
panuu Obin obaBneH Npornvkem B CTapTOBOW [03€e
5,5 mr/kr/cyT, HO oxugaemoro adpdektTa OTMEHEHO
He 6bino, ¢ 30.09.2017 r. npornukem 6biT OTMEHEH.

Ha doHe npoBoguMmon Tepanuu y [OEBOYKU
OCTaBanuCb  peunauBupyloMe  TUMNOMMKEMUN,
1 co 02.10.2017 r. oHa Gbina nepeBeneHa Ha Henpe-
pblBHOE BBeAEHWE OKTpeoTuaa u4epes nomny.
Ha doHe Takon Tepanuum oTMedanacb CcToKKas
ayrnukemus (3,6—6,8 MMonb/n) Npu COXpaHeHUU
OpobBHOro pexuma nutaHus Kaxgele 2,5-3 vaca.
31.10.2017 r. NnpoBeAeHO MONEKyNApHO-reHeTn4e-
CKOEe WccrnefoBaHve: 3akriveHne — yHacnego-
BaHHas OT OTua retepo3vrotHast MmyTtauna Q444H
B reHe ABCCS8.

Takmum 06pa3om, No AaHHbIM MOSNEKYNAPHO-FeHeT-
4YeCcKoro nccnegoBaHus boina 3anogospeHa ookarb-
Hasi dbopma 3aboneBaHus. [ns Tonnuyeckom anarHo-
CTUKN N pEeLLeHns BOMpoca O AarbHewnlen TakTuke
BEAEHUS MaLUMEHTKM MoKasaHo MpoBedeHne Mo3u-
TPOHHO-3MUCCUOHHOM ToMorpacdun ¢ "8F-contoopo-
N-gurnppokcndpeHmnananmHom  ("d-4OMA M3T),
saBnaLencs 6onee To4HbIM MeToAoM AnddepeH-
unanbHOW AMarHOCTUKN AndddysHon n okanbHOM
dopm BI'M [5].

MpoeeneHHoe "*d-A0OMA N3T 15.11.2017 r. noa-
TBEpAuno okanbHyto opmy BPOXAEHHOIO runep-
WHCYNMHM3Ma C fokanusauven afgeHoMaTo3HOro
dookyca B rorioBKe MOAXKenyao4HOM enesbl.

29.11.2017 r. naumeHTke npoBegeHa cybTO-
TanbHas pes3eKkuMst TOfloBKW MOMKENyOO4YHON Xe-
nesbl (MpokcMManbHas remMunaHkpeaTaKToOMus).
Mo paHHbIM  TUCTONOMMYECKOro  MCCrenoBaHUs
oT 05.12.2017 r.: AoeHoMaTo3HbI BapuaHT runep-
WHCYNNHM3MA.

CocTosiHMe AeBOYKM NOCNe onepauun yaoBneTBo-
pUTENBbHOE: LIBbI CHATBI HA 7-€ CYTKW, paHa 3axuna
nepBuYHbIM HaTshkeHneMm, pyben, 6e3 ocobeHHo-
cTen. Ha MOMEHT BbINUCKN aeBoYka ect no 60 mn
8 pa3 B CyTku, NUTaHWe yCBauBAET, CTyn perynsp-
Hbli. PeGeHOoK BbiNMCcaH B YAOBNETBOPUTENTbHOM CO-
CTOSAHUM ¢ maccon 7,445 T.

[ns KoHTporbHOro obcrnenoBaHUs B MMaHOBOM
nopsigke ¢ 23.07.2018 no 27.07.2018 r. 6onbHas
Haxoaunacb B otaeneHun negunatpum n meguunH-
ckon peabunutaumun. MNMpoBeaeHHoe TaM obcneno-
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BaHWe MOATBEPAWIIO MOMOXUTENbHY AWHAMUKY:
YPOBEHb MHCYNMHa cocTtaBun 16,5 nmonb/n (npwm
Hopme 17,8-173 nmonb/n); ypoBeHb C-nentu-
na — 0,5 Hr/mn (npu Hopme 0,78-5,19 Hr/mn);
rmukemMus HaTowak — 4,23 Mmonb/n (Npyu Hopme
2,8—4,4 mmonb/n). [JaHHbIX 32 Hann4umMe 3K30KPUH-
HOW HEeOOoCTaTOMHOCTU MOMKENY4O0YHOM Xernesbl
no pesyrksratam KonporpaMMbl He nosny4veHo. MNcu-
XOMOTOpPHOE pas3BUTME COOTBETCTBYET BO3pacCTy.
[eBoyka BbiNMcaHa B y4OBNETBOPUTENBHOM COCTO-
AHUWM nog HabniogeHne B MOSMMUKIMHUKY MO MeCTy
XuTenbcTea.

MporHos

OwarHo3s: BI'N, dokanbHas dopma ¢ nokanusaum-
el afeHoOMaTo3HOro ooKyca B rofloBKE MOAXKENyao4-
HOW Xenesbl; NPOBeAeHHasi cybToTanbHas pe3ekumns
rONOBKM MOKENyQoYHON Kernesbl (MpoKcumarnbHas
reMMnaHKpeaTakToMud) npueena K nofiHoOMy BbI3[0-
POBMEHNIO: 3K30KPMHHOW HELOCTAaTOMHOCTU MOMKe-
NYOOYHON >Kenesbl HET, NMCUXOMOTOPHOE pasBuThe
OEBOYKM COOTBETCTBYET BO3PACTY.

HabntogeHne B NOMMKIUHMKE MO MECTY XUTEmb-
cTBa pebeHka nocrne cybToTanbHOM NaHKpeaTaKTo-
MWW MPOBOAUTCS COMMAacHO NPOTOKOMY C YacTOoTOW
ocmoTtpa 1 pa3 B 3 mecsua B nepsbii rog, ganee
1 pa3 B 6 mecsaueB oo 3-x net. B cnyyae komneHca-
uun B nocneaytowem 1 pas B rog. MNaumeHTbl Jomk-
Hbl HaXoAUTbLCA NoA HabroaeHeM SHOOKPUHOIOra,
racTposHTeposora, gueTtorora.

Mpn aTOM HEOBXOAMMO NMPOBOAUTL KOMMIEKCHOE
obcregoBaHve Anis BbISIBNEHUSA pa3BUTUS UHCYMWH-
3aBUCUMOrO caxapHoro amabeta (rMMKEMUYECKUIA
npodunb, YpOBEHb MMUKMPOBAHHOIO remMorroduHa,
TECT Ha TONepaHTHOCTL K INI0KO3e), a Takke obcne-
JOBaHWe SK30KPUHHOW (PYHKUMM MOSKENygO4HON
Xernesbl (KomporpaMmma, onpeferneHne akTMBHOCTU
anacTasbl B Karne) ans pelleHust Bonpoca O Ha3Ha-
YeHUN 3aMeCcTUTENbHON hepMeHToTEpPanui.

HeobxogmMmo 00yunTb poauTenen onpenensTb
rMoKO3y B NnasMe KpOoBW C MOMOLLIbIO FIOKOMeTpa
W OaTb YeTKne pekoMeHZauuum nocrenyromx aen-
CTBUWI B Criy4ae runornmkemMmm.

KNMUHUYECKMA NPUMEP Ne 2

UHdopmaumsa o nayueHTe

Maumwent [., nesouka, 27.08.2013 r.p. (1 rog 4 me-
csua), noctynuna Ha obcnenoBaHNe B 3HOOKPUHO-
nornyeckoe otaeneHve NbY3 OKKB 12.01.2015 r.
C Xanobamum Ha napoKcM3MarbHble COCTOSAHMS,
BO BpeMs KOTOPbIX pebeHOK npepbiBaeT aedaTterb-
HOCTb, ONyCKaeT rnasa, Npy 3ToM OTMeYaeTcs nepu-
oguyeckas 3agepxka AblxaHusi; pebeHok brnegHeerT.
Takoe COCTOsIHME BO3HMKAET, Kak NpaBusio, npu npo-
Oy)XgeHun, AnuMTca OT MUHYTbI 4O NATHaguatM Mu-
HYT, MHOT4@ COMPOBOXAAETCH rmnepcanmealmen.
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AHamHe3 3abornesaHusi. C poxaeHus: B nepuogax
Mexay KOPMIIEHWsIMM Mama OoTMedaeT Oecrnokon-
cTBO pebeHKa NPOAOIKUTENBHOCTBIO A0 30 MUHYT.
C 6 mMecsiLeB NpUCOEaNHUNNCL MapOKCU3MarbHble
COCTOSIHVSI B BUAE 3aJepXKU AblXaHus, CTynopa,
nobneaHeHNs1 KOXHbIX MOKPOBOB, OMyCKaHUsA rnas.
B xome obcnenoBaHus Obin yCTaHOBMEH AMArHos:
Onunencus. [leBo4yke HasHavyeHa Tepanus genaku-
HOM, KOTOPYIO OHa nony4vana go sHeaps 2015 roga.
Ha doHe nevyeHus NpucTynbl HE OTMeYanuchb, 3a-
TEM OHW CHOBa BO30OHOBMUITUCH C yYalleHNEM U MU-
nepcanueaumen, 6e3 addekta Ha NOBLILIEHNE
[003bl AenakuHa.

B pekabpe 2014 r. noBTOpPUIICA NpPUCTYN C MNO-
Tepen co3HaHus, npu obcnegoBaHun B negu-
aTpU4ECKOM oTaeneHuun rocy4apCTBEHHOIO
OlOKETHOrO  yypexaeHus  30paBOOXpaHeHus
«JleHnHrpagckas ueHTpanbHas panoHHas Gorb-
Huua» MuHucTepcTBa 3gpaBooxpaHeHus Kpac-
Hopapckoro kpas (FBY3 «JleHuHrpagckas LIPB»
M3 KK) BbISIBNEHO CHWXEHME YPOBHS [NHOKO3bI
kpoBu go 1,8 mmonb/n. Ons panbHenwero o6-
cnefoBaHMA M YTOYHEHMs AuarHosa 6onbHas
Obina HanpaBneHa HeBponorom B BY3 OKKB.
B ncuxoHeBponornvyeckom otgeneHun [BY3
OKKB y6eanTenbHbIX KIMHUKO-NapaknnHUYeCcKnx
OaHHbIX 3a 3NUIENCcuo He BbISBIEHO, narnde-
pan OTMEHEH, Ha4yaTo CHWMXEeHne A03bl AenakuHa.
Y pebeHka BbisiBNeHa CTovikas rnoKTyupytoLwas
B TeYeHWe AHS rMnornMkemMus, 4to notpebosarno
OOMNOMNHNTENbHOro obcnefoBaHNs B YCNOBUSIX 9H-
OOKPWHOMOIrMYEeCKOro OTAENEHMS.

AHamHe3 xu3Hu. PebeHoK OT mepBor HopMarnb-
HO npoTekaBLlen GepeMeHHOCTW, poabl NepBblE,
cpouHble. Macca Tena npu poxaeHun 2690 r, onu-
Ha 48 cm, 3aKkpuyana cpasy, K rpyayM npuroxeHa
Ha 1 CyTKu, rpyab B3sifia OXOTHO, Ha rpyAHOM BCKap-
mMnmBaHun Ao 1 roga 4 mecsues. NaumeHTka cocTo-

sifa Ha AMCMaHCEpPHOM y4yeTe y HeBporora fno no-
Boay anunencun, M3, aHrnocnasma. lNepeHecna
OBaxabl OCTpble pecnupatopHble MHAEKUUN cpea-
Hen TshkecTn (B doeBpane, mapte 2014 r.), napuHro-
TpaxewuT, BbicTaBneHa LUIMB nHdekums.

Aﬂﬂe,OeOﬂOZU'-IeCKUlj aHaMHe3. HE OTAIOLEH.

HacnedcmeeHHbIlU aHamMHe3: CO CNOB poauTenen
He OTArOLLEH.

PusnkanbHaa gMarHocTuka

lMpn ocmoTpe cocTosiHMe No 3aboneBaHuto Gbino
pacLeHeHO Kak cpefHen TsbkecTu. [eBouyka npa-
BUNBHOMO TENOCMOXEHUS, MOHMXEHHOIO MUTaHUS.
MokasaTtenu pusn4eckoro passuTus: poct — 83 cm,
Bec — 9,3 kr. KoxxHble NokpoBbl GneaHo-po30BOro
LBeTa, Ymctble. Typrop TkaHen coxpaHeH. Nepude-
puyeckne nuMadoysnbl He yBenuyeHbl. OTMevaeTcs
3agepXka MOTOPHOrO pa3BUTUS — CaMOCTOATENb-
HO HE XOOWT, CaMOCTOSATENbHO He CTOMT. [bixaHune
yepe3 HOC He 3aTpygHeHo. CnuancTble MnomnocTu
pTa 1 POTOrMOTKA YUCTble, po3oBble. MepKyTOpHO
HaZ Nerkummn onpeaenseTcs ACHbIN NEerovHbIA 3BYK,
ayCKynbTaTUBHO — My3puIibHOE AbiXxaHue. [paHuub
OTHOCUTENbLHOW CEPAEYHON TYNoCTU B npeaenax
BO3pacTHOM HOpMbI. TOHbI cepaua siCHble, PUTMUY-
Hble. 2KNBOT CUMMETPUYHbIN, MArk1IA, 6e360ne3HeH-
HbI. [NeveHb, ceneseHka He yBenuyeHbl. ObnacTb
noyek rnpu oCMOTpe He n3MeHeHa, 6e3bone3HeHHa
npwv NoKonaYnBaHum.

MpeaBapuTenbHbIA AMarHos

Anunencus. BpoXOeHHbI  TMNEPUHCYNTMHN3M?
HeobxoamMmo MCKNouMTb HaamnovYeYHUKOBYO Heno-
CTaTO4YHOCTL?

BpeMEHHaﬂ wKana

XpoHororusi pa3sutust GonesHu naumeHTku [.
1 NPOrHO3 NpeACTaBrieHbl HA PUCYHKe 2.

C poxaeHusa 6 mecsiueB LIt e
P 4 mecsiua 11 mecsiueB NPOrHo3
MepBsble NPOSABNEHMS. KoHcynbTaums [ocnutanusaumvs B [ocnutanusauus Ha dporHe
Mexay HeBponaTtornora no ncuxoHespororuyeckoe | | B ®rbY «HMULL npoBOAMMON Tepanun
KOpMIeHNsaMY, MECTY XUTEeNbCTBa — otaenexve NBY3 3HOOKPUHOMOTUM» cocTosHMe
Mama oTMeyvana NpoKcu3MarnbHble [OKB — BbisiBReHa MuHanpasa Poccum. YIYHLWNSIOCh.
6ecrnokoncTeo COCTOSAAHUSA (3a,uep>KKa cToMnKas MpoBeneHa npoba PekomeHaoBaHa
pebeHka OblxaHusi, cTynop, rMNornuKkemMmmns C ronogaHnem, NOXM3HEHHas
NpoJoMKUTENbHOCTBIO || Mobneanexve (1,99-1,3-2 mmonb/n). KOHCTaTMpoBaHa Tepanus.
30 MUHYT KOXHbIX MOKPOBOB, [vnarnos snunencus MeauKkaMeHTo3Has
onyckaHue rnas). CHAT. KoMmneHcauus BI'.
Ds.: Snunencus Mepesenena PekomeHgoBaHo
B 9HOOKPUHOMOIrNYECKoe || NMpoaomkuTb Tepanuio
oTAeneHue.
Ds.: BI'M

Puc. 2. NMayuenmka . XpoHonoeusi pazsumusi 6051€3HU, OCHOBHbIE COObIMUST U MPOSHO3.
Fig. 2. Sequence of disease in patient D., key events and prognosis.
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BposKAEHHBIN TUIIEPUHCYAMHU3M: KAUHHYECKHE CAydan

AvnarHocTuyeckue npouenypbl
(mposedeHrbl 8 cmayuoHape 6Y3 [JKKB)

JlabopamopHbie uccnedosaHus

B obwem aHanunse kposu ot 13.01.2015 r. (Hop-
Ma ykasaHa B CKOOKax): aHemusi NIerkom CTeneHu
(HGB — 96 r/n (100-140 r/n), MCH — 2,38 nr (22—
30 nr). Mo AaHHLIM MHOrOKpPaTHOro UccneaoBaHUs
rMOKO3bl KpOBYM Oblna BbisiBieHa CTONKasi TMnormnmke-
Mus Hatowak — 1,99 mmone/n (2,8-4,4 mmonk/n);
yepes 2 yaca nocne egbl — 1,3 mmone/n. Npose-
OEHHOE MOHWUTOPMPOBAHWE [IIOKOMETPOM B Te-
yeHMe CyTOK Onpegenuno konebaHue [IHKO3bI
ot 1,9 go 6,3 mmonb/n. MopMoHanbHbIE UCCneaoBa-
Husa ot 13.012015 r.: kopTnson B 7:00-17,6 mkr/gn
(5,5-19,0 mkr/gn), koptndon B 21:00-10,9 mkr/gn
(1,5-16,6 mKr/gn) — B HOpME; TUPEOTPONHbINA rop-
MoH 3,0442 mME/mn (0,85-6,5 MME/Mn) — B HOp-
me. C-nentug — 0,58 Hr/mn (0,78-5,19 Hr/mn);
naktat — 2,2 mmonb/n (0,5-2,2 mmonb/n). MmyHo-
depmeHTHble nccnegosanus ot 13.012015 r. nog-
TBEpaunu BpoxaeHHyto LUMB mnHdekuno (BMT 1gG
21,62 — nonoxuTenbHbIE).

UucmpymenmanbHbie uccnedosaHusi

Anekmpokapduoepachusi ot 15.01.2015 r.— YCC
130-150 B MuHyTYy, DOC He OTKMNOHEHa, HapyLue-
HWe BHYTPWXKENYLO4YKOBOW NPOBOAMMOCTM MO npa-
BOW HOXKe ny4yka licca.

Ynbmpa3seykoeoe uccredosaHue ot 17.01.2015 1.
BUINOYKOBAs Xeresa — He yBenu4yeHa; pasmep
HagnoyeyHnkoB 11x4 MM, CTPYKTYpHOW naTonoruu
He BbISIBNIEHO; PEaKTVMBHbIE W3MEHEHUsS] MEYEHM,
NPU3HAKOB W3MEHEHWA CTPYKTYP NOLXenyaodHOn
»Kenesbl He BbISIBIEHO.

O0lM-BNOeOMOHUTOPUHI B TEYEHNE 2-X YacOoB C 3a-
XBaToMm AHeBHoro cHa ot 20.01.2015 r.: npu npogon-
XeHHOM 33" MOHUTOPMPOBaHUN ANUNENTUAOPMHON
aKTMBHOCTW, 3MNWUMENTUYECKUX MNPUNagKoB, naTTep-
HOB 3NUNENTUYECKUX NPUNAaKOB HE BbISIBIIEHO.

KoHcynbmayuu cneyuanucmos

Hespornamornoez (20.01.2015 r.): gaHHbIX 3a 3nu-
nencuio B HacTosILLee BPEMS HET.

UHepekyuoHucm (20.01.2015 r.): BpoxxaeHHas uu-
TOMeranoBupycHasi MHAEKLMS.

KnuHnyeckum ganarHos

YunTbiBas xanobbl, JaHHble aHamHe3a 3abone-
BaHWNsi 1 OOBbEKTMBHOIO OCMOTpPA, AaHHble OOMOSHK-
TENbHOrO 0OCreaoBaHUs: CTOWKYHO TUMOMUKEMUIO
HaTowak (1,99 mmonb/n) n Yyepes 2 Yaca nocrie eapl
(1,3 MMomb/n), a Takke MOMNOXUTENBHYIO pPeaKLuo
Ha Tepanuio OKTPeoTUAOM B BUAE YMEHbLUEHUS TU-
MOIMUKEMUYECKMUX COCTOSIHUIA, ObIN MOCTaBMEH Ku-
HUYECKNA anarHos: BpoxaeHHbIN MMNepuHCYTMHN3M.
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MuHumanbHas uepebpanbHas gucdyHKums Ha doHe
reHeTM4ecKon natonoruv. BpoxaeHHas umMTomerano-
BUpYCHas MHAeKUNs. AHEMUS NETKOW CTENEHM.

OuddepeHumanbHaa gnarHocTmka

BI'M, maHudecTupyoLmin B HeoHaTansHOM nepum-
ofe, KMMHUYECKN MPOSBNAOLLMNCA TSHKENbIMU TUN-
NOrMMKEMNYECKUMM COCTOAHUSIMU, NPOTEKAKOLLMMUN
C CYOOPOXHbIM CUHOPOMOM, TpebyeT auddeper-
LmansHOW ANarHoOCTUKU C BPOXKOEHHLIMU U CUHAPO-
ManbHbIMU hopmamu runornvkemun. MNpexae Bcero
3TO: BPOXAEHHble AedeKTbl 3-OKUCNEHNS XMPHbIX
KMCNOT; CMHOPOMarnbHble (POPMbl TMNEPUHCYITUHNS-
mMa (cuHgpom Beksuta — Bugemana, cungpom Co-
TOCa, cuHAapoM Allepa u ap.). BpoxaeHHble oedek-
Tbl 3-OKUCIEHNS XMPHbIX KUCMOT, B oTnnyme ot B,
B KMVHUKE MMEKT Kapguomuonatum, a pasnuyHble
cvHApomarnbHble OpPMbl TUMOMNMKEMUIA NPOSIBAS-
IOTCSl XapakTepHbIMU (PEHOTUMUYECKUMU MPU3Ha-
kamn. K npumepy, cuHapom beksuta — Buaemana
XapakTepusyeTca Mnpu pPOXAEHUM MaKPOCOMUER,
HanMumMem deTanbHbIX ONyXonen, XxapakTepHom
©opo3gkon Ha mMoukax ywen. lNMpoBeaeHHble nado-
paTopHble U WHCTPYMEHTanbHble WUCCMeaoBaHus,
a TakkKe KOHCymnbTauum cneunanuctoB MO3BONUN
noaTBepauTb Yy NaumMeHTkn gnarHos BIM'A.

OudpdpepeHumanbHaa guarHoctka Bl npo-
BOgunacb C TUMOMMMKEMUYECKUMN COCTOSTHUSMU
npy UHCYNMHNPOAYLMPYHOLLMX ONYyXONsiX MOMXKeny-
AO0YHON xenesbl. IHCcynMHnpogyuupyoLwme onyxo-
N NompKenyaoYHOW >kenesbl BO3HMKAIOT, Kak npa-
BWMO, B MMadLleM LUKOfIbHOM Bo3pacte 1 Ha Y3U
MMEIT YETKME NPU3HaKM 06beMHOro o6pasoBaHus
NOAXKEeNnyaoYHOW Kenesbl. Y Halwen nauueHTKu
Ha Y3WU >xuBoTa MpPU3HAKOB WU3MEHEHWUN CTPYKTYp
NOMXXENyA04HOM XKerne3bl He BbISBIEHO.

MeaouumHcKkMe BMewlaTenbCTBa

B aHpokpuHonormndeckom otaenexdmm N6Y3 OKKB
pebeHky Obina HasHayeHa guera — 4actoe, Ka-
XOble 2 4yaca nuTaHue, B KaXgom MpuemMe nuuim
OOIMKHbI ObITb Nnerkoyceosiemble yrrnesoapbl. OKTpe-
otna B go3e 10 Mkr 4 pasa B AeHb NOAKOXHO, C Mo-
BbllLeHeM 03bl 25 MKr 4 pa3a B AeHb MOOKOXHO.

OuHamunka n ncxogbl

C 26.03.2015 no 07.04.2015 r. peBo4ka Haxo-
aunacb B getckom otaeneHun Orey «HMWL, sH-
AokpuHonoruny MwuH3agpaBa Poccun, roe nocne
npoBeaeHHoM Npobbl ¢ ronogaHnem noaTBEPXKAEH
anarHo3: BIM'. HasHaueHo neuyeHue npornukemom
B fosuposke 37,5 mr/cyT (3,78 mr/kr/cyT). Ha dhoHe
npoBOOVMONM Tepanun OTMETUIIOCh  YpeXeHne
3MM3040B TUMOMMMKEMUN, YOMVHEHWE TOMOOHbIX
NPOMexXyTkoB. Ha doHe npoBOAMMOro neyeHus
CYTOYHbIe KonebaHus rmoKo3bl KPOBM COCTaBUIN —
ot 3,9 no 6,0 mmonb/n.
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MoBTopHasa rocnutanmsauua B OIbY «HMWL,
3HAOKpuHoNornm» MwuHsgpasa Poccun pekomeH-
JoBaHa B ceHTsbpe 2016 roga. Bo Bpemsi aton
rocnuTanu3auum Tepanus MpornvkemMom Obina
npogomkeHa. CocTtosiHue pebeHka BbIno ¢ NONOXK-
TenbHOW AVHAMUKON.

Nocnutanuzaums B OIrbY «HMWLL sHookpuHO-
norun» MuH3gpasa Poccumn coctosinacb B nnaHo-
BOM nopsiake B ceHTA6pe 2017 roga. Y nauneHTku
Ha doHe npuema npornukema B gose 68,75 mr/cyTt
OTMeYeHa MPOAOIKUTENBHOCTb FONOAHOM0 npome-
XyTka go 17,5 yaca, npy 3TOM YpPOBEHb MHOKO3bI
coctaBun 3,6 MMonb/n, KeToHemuss He Bonee —
1,0 Mmornb/n, cogepXaHue WHCYNuHa B KPOBU —
2,06 mkEg/mn. TMpuHATO pelleHne He NPOBOAUTL
KOppeKLmMio npenapara.

NocnegHasa rocnutanu3aumsa gesodkn B PIBY
«HMWLU  sHpokpuHonormmn»  MuHsgpaBa Poccun
Obina B okTs16pe 2018 roga. NpoeneHHasa npoba
C rornogaHnem Ha doHe Tepanuu MNPOrfMKEMOM
B Ao3e 3,6 Mr/Kr/cyT KOHCTaTupoBarna y nauneHTk1
MeOVKaMEHTO3HY0 KOMMNeHcauuio 3aboneBaHus.
[eBoyka BbiNMcaHa ¢ yny4weHvem nog Habnwoge-
HWe 9HOOKPMHOMOra Mo MeCTy XXWUTeNnbCTBa C PeKo-
MeHOaumen: npuemM npenaparta npornvkemM B ose
37,5 Mr ytpom u 25 Mr BeyepoMm HenpepbiBHO
Mo »XM3HeHHbIM nokasaHusam. C 2019 roga geso4ka
HabnogaeTcs 3HOAOKPMHONOINOM MO MECTY XUTESb-
cTBa.

MporHo3

Y naumeHTKkn guarHoctupoBaH BI'M, anddyaHasn
dopma. C nomoLlpbo npenapara nporfinkem B Jo3e
37,5 Mr yTpoM 1 25 Mr Be4epom AOCTUrHyTa Meau-
KamMeHTO3Has KoMneHcauusi 3abonesanus. [leBoyka
BbINUCaHa C yrnydlweHueM nog HabnwgeHne 3HO0-
KpvHorora no MecTy XUTenbCTBa C pekoMeHaaun-
eln: npuvemMm npenapara npornvkem B gose 37,5 mr
YTPOM 1 25 Mr Be4epOM HEMPEepbIBHO MO KU3HEH-
HbIM MOKa3aHUAM.

OuHamunyeckoe HabniogeHne nauueHToB ¢ BIA,
andpysHom cbopmoin, nposoanTtes 1 pas B 3 meca-
La B NepBblil rof 13Hu, 3aTem 1 pa3 B 6 mecsues
0o 3-x nert, 3atem, npu KomneHcauum, 1 pas B rog.
[OucnaHcepusaumss [aHHOrO nauueHTa [OSbkHa
BKIIOYATb OLEHKY (DU3MYECKOTO M MCUXMYECKOrO
pasBuTUSA, a Takke nabopaTopHble McCrnegoBaHUs
rMUKEMNYECKOro Npoduns, NpoBeAeHNE KOHTPOSb-
HoW nMpobbl ¢ ronogaHnem Ha coHe Tepanuu. Kop-
pekuMsi 0o3bl npenapara MpoOBOAUTCS MO YPOBHHO
[MOKO3bl 1 pe3ynbsTaTtoB obcregoBaHms.

Mo paHHbIM nuTepaTypbl, B MNeEpBble oAb,
Ha POHEe Ha3HAYEHHOro NneYeHns y NaumeHToB Jyr-
nukemna pocturaetca B 50-60% cnydvaes, BO3-
MOXXHO BO3HUKHOBeHMe runornukemmn B 30—-40%
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n caxapHoro gnabeta B 10—20 % cny4yaes. B nybep-
TaTHOM Nepuoge BO3MOXHO pPasBUTME CaxapHOro
aunabeta 0o 95 % cnyyaes.

OBCYXIOAEHUE

MpuynHamu passutusa BIM'A, onucaHHbiMKu B nuTe-
paTypHbIX UCTOYHMKAX, SIBNSAOTCS MyTauuu reHoB,
y4acTBYOLMNX B PErynauum CeKpeuum WNHCYNuHa:
KCNJ11, ABCC8, GCK, GLUD1, HADH, UCP2,
INSR, HNF4A, SLC16A1 [9].

B knuHuke 3aboneBaHusi nepvoga HOBOPOXAEH-
HOCTW XapaKkTepHa Tsbkenasi rMnornmMkeMnst, Kynmpy-
OLLLAACA BbICOKMMU BHYTPUBEHHLIMU J03aMU [Ito-
Ko3bl. [lo3gHo aebGroTupytowee 3abonesaHne BI'U
MOXET UMETb Nerkyto opmy.

OwnarHoctuka BI'M cTpoutcst Ha xapakTepHbIX Xa-
nobax, cyqopoXXHOM CMHOPOME, MbILLEYHOW TMNOTO-
Hun. OTMeyaeTcsi NoTepst CO3HaHWS, NOBbILLIEHHbIV
anneTuT, Nnporpeccupyowmnin Habop mMaccel Tena.

Mpu cbope aHamHe3a XM3HU HEOOXOOUMO YTOu-
HUTb: OCODEHHOCTU TeveHusi BGepeMeHHOCTU
0N UCKMYeHUs rectaunoHHoro avabeta y mare-
pu; HanuuMe acduKcuK, BHYTPUYTPOOHOro cencu-
ca. B cemenHom aHamHe3se cobupatloT cBegeHus
0 OnM3KOpPOACTBEHHbIX Gpakax, 0 Orm3kMx poacT-
BEHHMKaX, CTpagatoLmx rMNOrfMKEMUYECKUM CUH-
OPOMOM, [aHHble O paHHen MnageH4Yeckon cmepT-
HOCTM B pogay.

Mpn o6bekTMBHOM OcMOTpe Heobxogumo obpa-
TUTb BHUMaHWE Ha MMetoLwmnecs CTUrMbl AMC3IMOpu-
oreHe3a, oOblYHO XapaKTepHble ANst CUHAPOMarib-
Hbolx ¢opm BI'M, a Takke aHTponomeTpuydeckune
rokasartenm.

[ns BbIIBNEHWS TMAOMMUKEMUM NPOBOAUTCS Cy-
TOYHBIA MOHUTOPUHT FAIMKEMWU C MOMOLLBIO MopTa-
TUBHBbIX FTIIOKOMETPOB Kaxable 1-2 yaca wu/unu cu-
CTEeM CyTO4HOro moHutopupoaHus (CGMS). Takown
rmmkemmnyeckumin npodmnb cobupaetca ot 1 go 3 cy-
Tok. [lnarHocTtuka BI'M Takke BkrtovaeT npoby ¢ ro-
nogaHveM. NpoaormKUTENbHOCTL FONOAHONO NpoMe-
XXyTKa 3aBMCUT OT BO3pacTta u Beca pebeHka.

Mocne naGopatopHoro nopTeepxaeHns BI'A
N UCKIIOYEHMSI BapuaHTOB TPAH3UTOPHbIX OpM
(BBYP, actukecms npu poxaeHuu) BCeM OeTsM
¢ BI'M pexomeHgoBaHO npoBeaeHne MOMNEKynsapHO-
reHeTMYEeCKOro MCCrefoBaHUsA Ans onpefeneHus
Mopdonornyeckor opmbl 3aboneBaHus.

OundpbepeHunanbHaa  guarHoctuka  mMopdborio-
rmyeckon cpopmbl B, a Takke Bu3yanusaums
NaTonorM4yeckoro y4vactka [OCTyMHa C MOMOLLbH
NMO3UTPOHHO-3MUCCUMOHHOWM ToMorpadum ¢ "®F-contoo-
po-Jl-aurnapokcndpennnananduHom (Bd-OOMA T3T).
3axear M30TOMa KreTkamy naTonorm4yeckoro ¢ooky-
Ca 3HaYMTENbHO BbIe 3[00POBbIX YYaCTKOB MOOXKe-
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NyOOYHON >Kenesbl, YTO U MO3BOMSET NOKanM3oBaTb
nopaxeHHbI yyacTok. WccnemoaHus, nposedeH-
Hble B Pa3MUYHbIX MEOMLMHCKNX LieHTpax, NoaTeep-
OV JOCTOBEPHOCTb OAHHOro MeToga Ans Busya-
nmnsaumm okanbHbIX ¢opM. Mo pasHbIM AaHHbIM,
yyBcTBUTENBLHOCTL  "B®-[IOMNA 3T cocrasnser
ot 88 0o 94 %, a cneundunyHocts — 100 % [12].

[OCTUrHYTbL CTOMKOW ayrnukemMmn Ha OoHe HOop-
ManbHOIO pexuma nUTaHus NPencTaBrseTcs Oc-
HOBHOW 3apaden nedenus BIr'.

OnepaTvBHOMY Me4YeHU0 MOAMNEeXaT MauueHThb
¢ hokanbHon chopmon BI'M, npu guddysHom cop-
Me 0GonesHn — TOMbKO C AOKa3aHHOW hapMako-
pe3ncteHTHoCTbo. OObeM onepaTMBHOMO BMeELLA-
TenbcTBa Npu oKanbHbIX hopMax — YacTuyHas
pesekums MOoMKEeNyAoYHOW Xemnesbl C yganeHuem
nartonormyeckoro gokyca. cxon onepaumm — non-
Hoe Bbi3goposrieHune. NMpu anddysHbix dopmax —
cybToTanbHas naHKpPeaTaKTOMMSI.

Vcxop onepauum — B nepBble roAbl nocne ore-
patuBHOro neveHuns ayrnukemusa (50-60 %), rvno-
rnmkemus (30—-40 %), caxapHbii anabet (10-20 %);
npv oTganeHHbIX HabniogeHnsax — caxapHbii gva-
6et 0o 95 %. OK30KPUHHAst He4OCTAaTOYHOCTb.

3AKIIOYEHUE

AHanuanpys npusegeHHble criyqyam BIM'M, moxHo
cAenaTb BbIBOA, YTO, HECMOTPS Ha HE3HAYUTENbHYIO
4yacToTy BCTpeyaeMocTu 3aboneBaHns 1 JocTaTouy-
HYIO reTepPOreHHOCTb, AaHHbIE KIIMHUYEeCKne criyyau

CMUCOK NIUTEPATYPbI

noaTBepXXaalT HeobXOAMMOCTb CBOEBPEMEHHOM
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anusauuu.
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