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OCOBEHHOCTU ANATHOCTUKU NEPBUYHOIO TMMNEPMAPATUPEO3A Y AETEN
updates
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OBOCHOBAHMUE. MNepsunuHbln runepnapatupeos (MNIMT) aBnAeTca pegkown natonornein y nauneHToB AeTCKOro U NogpocT-
KoBoro Bo3pacta. Cbop, aHanm3 n 06006LeHre AaHHbIX IUTEPATYPbI 1 OMbITa BefyLMX KIMHUK NO3BONAET BbipaboTaTb eau-
Hble, CTaTUCTMYECKN 0OOCHOBaHHbIE NOAXOAbI K ANArHOCTUKE U XUPYPrYECKOMY NeYeHUNIo aHHOW rpynnbl 60bHbIX.
MATEPWUAJIbl U METOAbI. B cTaTbe BbINOMHEH peTpOCNeKTNBHbIN aHanu3 17 HabnogeHwi MITIT y geteit 1 NogpoCTKOB
B BO3pacTe oT 6 fo 18 net, onepuposaHHbix B OIBOY BO CI6ITIMY B nepuog ¢ 1973 no 2021 rog. Cpefy onepupoBaHHbIX
661110 10 feBoYEK 1 7 MaNIbUMKOB, COOTHOLLEHME MK cocTaBuno 1:1,4. CpefHuii Bo3pacT 60nbHbIx coctaBun 12,9+0,71 net.
PE3YJIbTATbl 1 OBCYXXAEHUE. OCHOBHbIMU KpUTEPUAMW OMArHOCTUKM 3aboneBaHnNA ABNAAUCH MOBbILEHNE YPOBHSA
KanbumAa 1 NapaTropmMoHa KPoBU, N30bITOUHAA cekpeuus Kanbuma ¢ Modoi. Y 10 (58,8%) u3 17 petent AnarHOCTUpPOBaHbI
MaHudecTHble popmbl 3aboneBaHus. B 3 (17,6%) HabntogeHMAX HOBOOOPA30BaHNA OKONOWMTOBUAHDBIX »kene3 (OLLK) He co-
NPOBOXAANNCb HN KNUHUYECKMMU, HY TabopaTOpPHbIMU NPOABAEHNAMM 3ab0NeBaHusA, U pacLieHeHbl Kak MHLMAEHTaNIOMbI.
Ewe y yetbipex (23,5%) naymeHTOB MMENUCH TONbKO NlabopaTopHble N3MEHEHUA (rMnepKanbLyMeMus U runepnapaTmpuHe-
MKA). ITN HabNoaeHNA OTHeCEHbI K beccumnTomHon dopme MITIT.

B 7 (41,2%) cnyyasax napaTupeoafeHoMbl O6Hapy»KeHbl U yaaneHbl B Xofe onepauuii No NoBOAYy pa3nnyHbix 3aboneBaHui
LMTOBUAHOM Xene3bl (B 5 HabnogeHnAx — TUpPeonaHbIn pak, B 1 — anddy3HbIn ToKcmuecknii 306). CnyyaiHOM Haxo4Kom
napaTmpeoageHoma cTana B xofe NnpodunakTmyeckom TMpeouasKToMmmm no nosogy cuHapoma Cunnna.

Haunbonee nHdopmaTMBHbIM CNOCO6OM IOKaNU3aLMmM NapaTMpPeonHbIX ONyXoner oKkasanca pagmon3oTonHbIA MeTos.
3AKNIOYEHUME. [uarHoctuka 3aboneBaHWA Npu MaHUPECTHbIX CMopagvyeckmx Ciydvasx He OTAMYaeTca OT TakoBOWN
y B3pocnbiX. [1pu Hannumm cemenHOro aHamHe3a, MHOXecTBeHHoro nopaxeHuna OLLPK noka3aHo reHeTuyeckoe nccnefosa-
Hue. Xnpypruyeckoe fieyeHrie B o6beme yfaneHusa napatmpeongHon onyxonm — OCHOBHOWM MeTOA, NO3BONALWNIA J0OUTb-
CA NOJMTHOTO BbI3JOPOBAEHUA.

KJTKOYEBDIE CJTOBA: 0K010UUMOBUOHbIE XeJie3bl; NdpamaopMOH; 2unepnapamupeos; 2unepkaibyuemus

FEATURES OF THE DIAGNOSIS OF PRIMARY HYPERPARATHYROIDISM IN CHILDREN

© Gostimskiy A.V.", Matveeva Z.5.2, Romanchishen A.F3, Karpatskiy I.V.2, Kuzmichev A.S.2, Peredereev S.5.2,
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BACKGROUND. Primary hyperparathyroidism (PHPT) is a rare pathology in pediatric and adolescent patients. Collection,
analysis and generalization of the literature data and experience of the leading clinics allow to develop unified, statistically
substantiated approaches to diagnostics and surgical treatment of this group of patients.

MATERIAL AND METHODS. The article presents a retrospective analysis of 17 cases of PHPT in children and adolescents
aged from 6 to 18 years operated on in the department of Surgery of St.-Petersburg State Pediatric Medical University in the
period from 1973 till 2021. Among those operated there were 10 girls and 7 boys, the M:F ratio was 1:1.4. The mean age of
the patients was 12,9+0,71 years.

RESULTS AND DISCUSSION. The main criteria of the disease diagnosis were elevated blood calcium and parathormone lev-
els, excessive urinary calcium secretion. Manifest forms of the disease were diagnosed in 10 (58,8%) of 17 children. In 3 (17,6%)
cases the parathyroid neoplasms were accompanied neither by clinical, nor laboratory manifestations of the disease and were
regarded as incidentalomas. Another 4 (23.5%) patients had only laboratory changes (hypercalcemia and hyperparathyrinae-
mia) that manifested themselves preoperatively. These observations were referred to the asymptomatic form of PHPT.

In 7 (41.2%) cases parathyroid adenomas were found and removed during surgeries for various thyroid diseases (thyroid
cancer in 5 cases, diffuse toxic goiter in 1 case). An incidental finding of parathyroid adenoma was during prophylactic thy-
roidectomy for Sipple syndrome.

A radioisotope method proved to be the most informative way to localize parathyroid tumors.
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CONCLUSION. The diagnosis of the disease in manifest sporadic cases does not differ from that in adults. Genetic study
is indicated in the presence of a family history of multiple involvement of the parathyroid glands. Surgical treatment with
removal of parathyroid tumor is the main method, which allows to achieve complete recovery.

KEYWORDS: parathyroid glands; parathyroid hormone; hyperparathyroidism; hypercalcemia.

MpuunHon nepBuyHoro runepnapatupeosa (MIMT) as-
naetca runepnpogykuua napatropmoxa (MTT) runepnnasu-
POBaHHbIMU NN af€HOMATO3HO M3MEHEHHbIMU OKOJOLLM-
ToBUAHbIMM enesamu (OLLXK). MITIT BcTpeyaeTca BO BCeX
BO3PaCTHbIX Fpynnax, B TOM Yyncne y Aeter 1 NogpoCTKOB.
Mo paHHbIM nuTepatypbl, 3aboneeaemoctb MIMIT B BO3-
pacte go 18 net coctaBndAeT 2-5 Ha 100 000, T.e. B cpegHem
B 100 pa3s HMXe, ueM cpeaun B3pocsbix [1,2,3,4].

Yale Bcero BbIABAAIOTCA Manonatuyeckme cnyyan. MIHo-
roa onyxoneBas TpaHchOPMALMS MAapaTMPEOUOHON TKaHU
B AETCKOM M IOHOLLIECKOM BO3PacTe MOXET CBUAETENbCTBO-
BaTb O HaANMUUWN TEHETUYECKMX 3aboNieBaHU: CMHOPOMOB
MHOECTBEHHOWN SHOOKPUHHOW Heomnnasmm 1-ro tmna, 2A
1 4-ro TUNOB, CMHAPOME rMnepnapaTUpeosa C ONyXorblo Ye-
NIOCTY, CEMENHON MTMMNOKanbLuypryeckor rmnepKanbumnemmm
1 CEMENHOM M30/IMPOBAHHOM rMnepnapaTmpeose [5,6,7,8].

BoNbWNHCTBO aBTOPOB OTMEYAIOT APKYHO BbIPa>KEHHOCTb
CMMMNTOMOB 3a00/1eBaHNsI B AETCKOM 1 MOAPOCTKOBOM BO3-
pacTe: paspyleHve 1 gedopmaunn KOCTEN, OCTEONOPO3,
yponutunas, s3BeHHble fedeKTbl XKeslyaKa 1 ABeHaguaTunep-
CTHOW KULIKW, HapyLeHUA MUHEpPasbHOro U 3/1eKTPOsUT-
HOro o6MeHa. YumTbiBasi aKTUBHbIN POCT U GOPMUPOBaAHKE
cKeneTa y MauMeHTOB AEeTCKOro BO3pacTa, KOCTHble MPOoAB-
neHvsa MIMTT BOMUHUPYIOT B KIIMHWYECKOW KapTUHE 6one3Hn
[9,10,11,12]. Takue cMMMTOMbI Kak 601 B XKMBOTE, TOLLHOTA,
pBOTa, NOTEpPA MaccCbl Tesa, aHOPEKCUA MOryT yKa3biBaTb
Ha pa3BUTUE rMNepKanbumemmyeckoro Kpusa. OgHako ectb
onucaHma n beccumnTomMHoln Gopmbl 3Tol natonorum [13].

Onarnos MIMT y getein 1 NOAPOCTKOB OCHOBbIBAETCA
Ha BbIABMIEHMN MOBbIWEHHbIX 3HaYyeHUn Kanbuma n [TT
B KpoBu [14,15,16]. Cnegylowum 3TanoMm AMArHOCTUKM fAB-
NAeTCcA Tonuyeckas nokanmsauus HoBoobpasosarusa OLLK.

MepBbIMM CreunanncTamn, K KOTOpbiM oObpaljatoTcs
OeTV 1 POAUTENM, Kak NPaBUIIO, OKa3biBalOTCA yYaCTKOBble
neguaTpbl, PeBMATONIONX, opToneabl, TPAaBMaToNorM u ra-
cTpoaHTeponorn. N3-3a kpanHein pegkoctu MITIT B getckom
BO3pPACTe, a TakXKe HeLOCTaTOYHOro 3HaHus o6 3Tom 3abo-
NeBaHW NeanaTPOB, BO3MOXHbI ANArHOCTUYECKNE OLLNOKM,
npuBoAALIMe K MO3fHelN NMOCTaHOBKE AMArHo3a, yto oby-
CNOBNMBAET aKTyaNnbHOCTb UCCIIeAOBAHNA.

MATEPUAJIbl U METOAbI

B ctatbe BbINOMHEH PeTPOCNEKTUBHbIN aHanu3 17 Ha-
onogeHnin MIMT y peten n NoOgpOCTKOB B BO3pacTe
oT 6 po 18 net, onepupoBaHHbix B ®IBOY BO CMN6IMIMY
B nepuog ¢ 1973 no 2021 roa. Cpeau onepupoBaHHbIX Obiio
10 peBoYeKk N 7 ManbymMKoB, COOTHOLLEHME MK COCTaBUIO
1:1,4. CpegHuin Bo3pacT 60onbHbIX cocTtaBun 12,9+0,71 nert.

MprMeHsanncs cnegyiolme MeTofbl 06cneloBaHUSA: onpe-
[eneHne B CbIBOPOTKE KPOBM YPOBHEN OOLLEro 1 OHU3UPO-
BAaHHOro Kanbuus, HeopraHuyeckoro ¢ocdopa, nccnegosa-
NOCb cofepXaHne Kanbuma B CyTOYHOW Moue. YposeHb [TTT
onpegenAnca y nauneHToB, HAXOAMBLUNXCA B KIINMHMKe nocne
1995 r. ina BbIABNEHUA KOCTHbIX NPOABEHMI 3ab0neBaHWs
UCMO/Ib30BaNuUCh peHTreHorpadua n peHcmutometpus. Co-
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CTOSIHME MOUYEBBIAENVTENbHOW CUCTEMbI OLIEHMBANOCh MpPW
nomowy npobbl Pebepra, ynbTpa3ByKOBOro MCC/IefOBaHNA
(Y3W), peHorpadum 1 yporpadun. C uenbio Tonnyeckon auna-
FHOCTMKW NapaTupeoasieHoM npuMeHsnnce Y3, cumHturpa-
bus C TEXHETPUSIOM, KOMMbloTepHasA ToMorpadus.
MonekynsipHo-reHeTUYecKoe NccrefoBaHve (CeKBEHMPO-
BaHuwe JHK) ncnonb3oBanocb npy nogo3peHnn Ha CUHAPOMbI
MHOXECTBEHHOW SHAOKPVIHHOM HEOMA3UM MHOXECTBEHHbIX
onyxonax O nnn Hannumm cemenHoro aHamHesa.

PE3YJNIbTATbI

Y 10 (58,8%) 3 17 peTteit AMarHOCTUPOBAHbI MaHUbeECT-
Hble ¢opmbl 3aboneBaHus. Y 8 MauMeHTOB KIUHUYECKON
KapTuHe 3aboneBaHusa npeobnagany NposiBAeHUs KOCTHON
dopmbl 3ab6oneBaHNA: MbllleYHas CnabocTb, Aepopmaimm
cKeneTa, 0COBEHHO HVXHMX KOHEYHOCTEN, KOCTHblE U CY-
CTaBHble 60K, OTCTaBaHME KOCTHOFO BO3pacTa OT MacrnopT-
HOrO, 3afiepPKKa pU3MYECKOro PasBUTHS.

Y ogHoro (5,9%) nogpoctka MIMTT nposBunca TonbKo
NMOBTOPHbLIMW NPUCTYNaMM NOYEYHbIX KonuK. Ewe y ogHoro
nauveHTa 17 net MNIMT maHndbecTpoBan guCnenTUYECKMMU
ABNEHNAMN, abOOMMHANbHLIMKU 60NAMK, 3anopamn U Obin
NPUYNHON XPOHNYECKON AyodeHanbHON A3BbI.

Y 7 (41,2%) peteii napaTMpeoaseHOMbl OBGHapy»KeHbl
W y#aneHbl B Xofe ornepauuiin no rnoeogy pasnunyHbix 3abo-
NeBaHWI WMTOBUAHOW Xene3bl. B 5 HabnogeHusax onyxonu
OLLMX coveTanuch ¢ TMPEOUAHBIM PakoMm, B OAHOM Habnto-
ZeHunmn 6onbHas onepupoBaHa no noeogy Anddy3HOro Tok-
cuyeckoro 306a. CriyyaHo Haxo4KoW NnapaTupeoaeHoMa
CTana B xofe NpoduNakTMyeckol TMPeoua3KToM/A Mo Mo-
Bogy cmHgpoma Cunnna.

B Tpex (17,6%) HabnoaeHnax HoBoobpasoBaHua OLLK
He CONPOBOXAANNCb HU KIMHNYECKUMU, HY N1abopaTopHbIMU
NposABNeHUAMY 3a60N1eBaHUSA, U PacLieHeHbl Kak NHUUAEHTa-
nombl. Ewe y uetbipex (23,5%) 60nbHbix onyxonu OLLXK npo-
ABUNINCH [0 OMepaun TONbKO 1abopaToOpHbIMU N3MEHEHVS-
MU (runepKanbLmemMmen 1 runepnapatmpeonanHeMmen). It
HabnogeHWs OTHeCeHbI K 6eccumnTomHon dopme MITIT.

[narHo3 runepnapatnpeosa OCHOBbIBANCA Ha BbIAB-
NeHNN runepKanbuueMmy 1 runepnapaTMpyHeMmnn B aHa-
nusax Kposw. lmnepkanbumemusa ot 2,6 go 4,07 mmonb/n
obHapyxeHa y 14 n3 17 naumeHToB. B 2-x HabnogeHuax no-
KasaTenu obLiero Kanbuua KpoBuy npesbiwany 4,0 Mmonb/n,
T.e. IMeN MecTo rmnepkanbumemmiyeckmin Kpus. lmnogocda-
TemuaA BbiABneHa y 10 n3 17 getein. YposeHsb [Tl go onepa-
unn nccnepgosaH y 14 (82,0%) peteld, onepupoBaHHbIX MO-
cne 2000 r. lTmnepnapatnpuHemns BbiaBneHa B 11 ciyyasx.
YposeHsb T npeBbiwan HopMasnbHble 3HaueHnsA B 2-20 pas.

Ins obcnepoBaHWA OpPraHOB MULLEHEN MNpPUMEHANachb
Orac, Y3M nouek u 6prowHoli nonoctu, npobbl Pebepra
1 3IMHMLIKOTO, PEHTTEHOBCKMNE CHUMKM KOCTel, IeHCUTOMe-
TpuUA. DHAOCKONUYECKoe MCCeoBaHNEe BEPXHUX OTAENOB
AKKT no3sonnno BbiIABUTb AyofieHasbHyto A3BY y 17-neTHero
nayuneHTa 1 3pO3MBHbIN racTpoayofeHunT y 14-netHero. [iBy-
CTOPOHHWI yponuTuas no fdaHHbiM Y3/ amarHocTMpoBaH
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Puic. 1. YnbTpasByKoBOE UCCefoBaHuE: a), 6) aAeHOMbI OKOMOLLMTOBUAHDIX Kenes.

Yy OfHOro 6ONbHOro, CTPafaBLIEro MOBTOPHLIMU MPUCTY-
rMamm rnoyeyHbix Konuk. Y 6 (35,3%) naymMeHToB B KNNHNYe-
CKOW KapTvHe OTMeyeHbl nonnypusa 1 nonavauncus. Tak xe
y 6 (35,3%) 60nbHbIX B @aHANU3ax MOYY BbIsIBJIEHbI TUMNep-
KanbLunypus, rTMNOn3oCTeHYPUA, OKCanaTypus.

Mpu peHTreHorpadun KocTel ckeneta y 4 MauMeHTOB
C KocTHbiMU npossneHuamu MMITIT BbiABNeHa 3ageprkka oc-
cudrKaumm KOCTHbIX Afep, TO eCTb, OTCTaBaHME KOCTHOIO
BO3pacTa OT 610ornyYecKoro.

C uenbto Tonnueckon guarHoctuku MITIT npumeHAnncb
Y3W (puc. 1), cuuHturpadpus OLLXK ¢ npenapaTtamm TexHeuma
(pwnc. 2), kKomnbloTepHas Tomorpadus wen (puc. 3).

Mo Hawwmm aaHHbIM, Y3U Wwen ob6nafano HanmeHbluen
MHOPMATBHOCTBIO, MMABHbIM 06Pa30M, 13-3a TOXHOOTPY-
LaTenbHbIX Pe3ynbTaToB. BbINONHEHHOE Ha aMOyNnaTOPHOM
3Tane ob6cnefoBaHUs, OHO OKa3anocb HeMHGOPMATVBHBIM
B WWECTN CNlyyaax u3 gecatu. JIoxKHooTpuuaTenbHble pesyib-
TaTbl 00YCNOBEHbI TeM, YTO HOBOOOpa3soBaHusa OLLK pac-
LeHUBANMNCb Kak y3Jbl WTOBUAHON Xene3bl uny He 6binu
06HapyxeHbl BOBCe. [1py BbINOMHEHNY 3TOrO UCCIIefoBaHNA
B KNIMHKKe obpa3soBaHua OLWMK ypanocb BU3yanusmposaTtb
7 n3 14 naumneHTam (3 HabnwoaeHua go 1995 roaa).

== s =

Hanbonee nHpopmaTMBHBIM METOAOM TOMMYECKON Ava-
FHOCTMKU MapaTMpeoageHoM Obin pagnon30TONHbIA MeTof,
npuMeHeHHbIN B 7 (41,0%) HabnopeHusx. [JaHHble O pacno-
NOXEHV NAPATUPEOMAHBIX OMYXOJel, MOyUYeHHbIE STUM Me-
TOAOM UCCNefOBaHWUs, COOTBETCTBOBANIM MHTPAONEPALMOH-
HbIM HaXOAKaM y Bcex 60MbHbIX. [prMeHeHe CKaHMPOBaHNA
C npenapatamy TEXHeLUs MO3BOMNIO UCKTIOUNTb aHOMasb-
HOe BHYTPUIpyLHOE pPaCMOJIOXKEHVE MNapaTUPEOaLEHOMDI.
KomnbtoTepHas Tomorpadusa ncnonb3oBaHa B 2 HabnogeHu-
AX. OgHOMOTOHHAA 3MUCCUOHHAA KOMMbIOTEPHAs TOMOrpa-
¢$us y naumMeHTOB JETCKOro BO3pacTa HaMU He NMPYIMEHSNACh.

leHeTNUYeCKoe MCCnefoBaHMe BbIMOSIHEHO ABYM NaLu-
€HTaM B CBAI3U BbIsiBNIEHEM 6O/IbHOTO CMHAPOMOM MHOXe-
CTBEHHOWN SHAOKPVMHHOM Heomnsasnm 2 Tuna ujaeHa ceMbMu.
OunarHo3 noateepaunca B obomx cnyyasax — obHapy»xKeHa
myTauma B C634 (T1900C) B 11 sk30He reHa RET. OgHomy
pebeHKy (geBouka 12 fieT) BbIMOHEHA TUPEOULIKTOMUS,
LueHTpanbHasa NMbageHIKTOMUSA MO NMOBOAY Meaynnisp-
HOrO paKka LWMTOBUAHOW »Kenesbl (NMOATBEPXKAEHHOro
BMOCNEACTBAN TUCTONIOTUYECKUM 3aKJlOYEHMEM), B XOge
onepauun yaaneHa nHumgeHtanoma OLLXK, skTtonmpoBaH-
Has B TUMyC. Bo BTopom HabniogeHnn (Manbuvk 6-Tu ner)

Puc. 2. CUMHTUrpadra OKONOLLMTOBUAHDBIX >Kesle3 C TEXHETPUIIOM: @) aleHOMa HUXKHEN JIEBOI OKONTOLUTOBUAHON »Kene3bl; 6) afeHoMa BepXHel NpaBom
OKOJIOLNTOBUIHOW »ene3bl.
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Puc. 3. KomnbloTepHaa TomorpaMmma Lwen: CTpenkon 0603HaueHa afieHOMa OKOJOLLMTOBUAHON »ene3bl

BbIMOMIHEHA NpodunakTmyeckasa TUPEOUAIKTOMUA, Yaa-
neHa vHumgeHtanoma OLWLPK. B xoge mocnepyowero ru-
CTONIONMYECKOro uccriefoBaHUA MnpenapaTtoB BbiABEHA
C-KneToyHaa rmnepnsasma B TKaHW LWNTOBMAHON »enes3bl
M CBETNIOKNeTouHas ageHoma OLIK. Y oboux nauueHToB
JoonepauroHHble noKasaTtenu Kanbuma 1 napaTtropMoHa
6bINIM HOPMabHbBIMMU.

MpenonepauynoHHasa noaroToBKka, 6onbHbIX MITIT geten,
X0 XMPYPruyecknx BMeLaTesbCTB He OTANYanncb OT Tako-
BbIX Y B3POC/IbIX.

B ogHom HabnopgeHun uHumaeHtanombl OLLUXK 3a6op
KPOBM MPOU3BOAWACA B XOfe onepauun: 4o 1 nocne yga-
NeHnA napatMpeoageHoMbl. B xopge mnccnepoBaHuma 3ape-
rMCTPUPOBAHbI HOpMarbHble 3HaueHus MTI 6e3 CHMXKeHWA
nokasarens nocse onepauuu.

Y Bcex onepupoBaHHbIX AeTen ageHombl OUK pacno-
naranncb Ha wee, gnameTtpom ot 0,5 go 4,5 cm, cocTaBuB
B cpegHem 2,2+0,47 cm, n maccom ot 0,5 o 6,5 r, B cpegn-
Hem — 3,7+0,85 r. MHOXecCTBEHHble afeHOMbl yAdaneHbl
B 2 csiyyasx. Y 60MbWMHCTBA NaLMEHTOB afleHOMbl pacro-
naranncb B TUMUYHO pacnonioxeHHbix OLLK. B 2-x Habnio-
geHnax (11,7%) napatrpeoageHomMbl 6biv AUCTONMPOBAHbI
M pacnoniaranncb B TKaHW BEPXHMX MOJIOCOB BUIOYKOBOW
xenesbl. B xoge nocneonepauMoHHOroO rMCcTONOrMYeCKoro
nccnenoBaHus y Bcex 60MbHbIX BepundrLMpoBaHbl CBETIO-
KneTouHble ageHombl OLLK.

OBCYXXAEHUE

B cootBeTcTBMM C AaHHbIMK nuTepaTypbl [5,13,17,18],
B [I€TCKOM BO3pacTe npeobnafaiT maHudecTHble Gopmbl
NepPBUYHOrO rmnepnapaTnpeosa, gocturas 79%. Y B3pocnbix
KapTrHa aBnsAetcs obpatHoli: y 80-90% 60nbHbIX Habnoga-
loTcA 6eccumnTomHble dopmbl. CxofHOe pacnpepeneHre
MOJyYyeHo 1 B HalLeM MaTepuarne: MaHNpeCTHOE TeueHye 3a-
6oneBaHuA BbisiBneHo B 11 (58,8%) cnyyaes. B knnHnyeckom
KapTrHe npeobnafany KOCTHbIE MOPAXXEHNA N MOYEKAMEH-
Hasi 6051e3Hb. AHanorvyHble AaHHble OblU NpeacTaBeHbl
n gpyrummn aBtopamu [11,13,16,18]. Cpean KOCTHbIX U3Me-
HEeHWI Yallle BCero BCTpeyanmcb aepopmaumnm KOHEYHOCTEN
B 00/1aCTV POCTKOBbIX 30H, 3aepkka pocTa. lNaTtonoruue-
CKMe nepenombl oTMeyeHbl B 1 criyyae.

Mo npee, 370 LOMKHO CMOCOBCTBOBATL PAHHEN MOCTAHOBKE
[MarHo3a, OfHaKo TaK OKa3blBanocb Aaneko He Bcerga. Cpo-
KN C MOMEHTa NOABMIEHVA NEPBbIX KINMHUYECKNX MPOABNEHNI
JO MOMEHTa YCTaHOBKM MpPaBWIbHOrO AuarHosa JocTuranu
3-x neT. [MaumneHTbl ANTENIbHO HAXOAUCH NOA HabmoaeHeM
Y3KIX CNeumanncToB: OpTONeaoBs, TPaBMaTOSI0roOB, yPOsOroB.

B cnyyasx maHudectHon ¢opmbl 3aboneBaHnA AMarHos
OCHOBbIBAJICA Ha KIIMHNYECKOMN KapTHE N NOATBep»danca
BbIAABNIEHVEM TUMEepKanbLUeMUn 1 runepnapaTmpuHeMmm.
BcecTtopoHHee 06cnefoBaHue OpraHoOB-MuLLIEHEN NO3BOJSA-
N0 YTOUHUTb CTeNeHb MOPaXeHWA KOCTHOW, MOYeBblgenu-
TeNbHOW CMCTEMbI, NuWeBapuTenbHoro TpakTa. Pagnonso-
TOMHOE CKaHMPOBaHMe C NpenapaTamm TeXHeuua nokasano
Han6onbLUyo MHGOPMATUBHOCTb.

ObpalyaeT BHUMaHMe ¢aKT, YTo B 5 HabnogeHNaX Ho-
BoobpazoBaHuA OLLK obHapyeHbl B COYETAHMM C HEHa-
cnepcTBEHHbIMU 3a601€BaHMAMM LMTOBUAHOW Xene3bl, YTo
[lOKa3blBaeT HEOOXOAUMOCTb TLIATENIbHOW PEBU3NM BCEX
30H BEPOATHOrO PaCMoSIOKEeHNA NapaTUPEONZHON TKaHW
OMbITHLIMU BbICOKOKBaNNGULMPOBAHHBIMIA XMPYpPraMu-3H-
JOKpUMHOMoramu.

Mo paHHbIM nutepaTtypbl [19,20], npumepHo 1 cnyyan
MIMT 3 20 obycnoBneH reHeTMYeCcKoW MATONOMMENn, YTo
OCTaBIAET BOMPOC O LienecoobpasHOCTU MOJSeKyNsApHO-Te-
HETUYEeCKOro CKpUHMHIra y monogpix nauuenTos [IMIT ot-
KpbITbiM. o pe3ynbTatam Halwwel paboTbl, NpoBefeHe re-
HeTnyeckoro obcnenoBaHUA Ans UCKIOYEHNA CUHAPOMOB
MHOeCTBEHHOW 3HAOKPVHHOW Heornnasmu 1 1 2 Tunos no-
KasaHOo Npu MHOXeCTBeHHOM nopaxkeHur OLLK v npu Hanw-
4NN CEMENHOro aHaMHe3a.

Bce onepupoBaHHble MauveHTbl Nognekat gasbHenLe-
My HabnoAeHNIo 1 COOPY KaTaMHe3a.

3AKNIOYEHUE

MNIMT — pepkasa natonorva B geTckomM Bo3pacte. juarHo-
CTUKa 3aboneBaHnA NpU MaHNGECTHBIX CMOPAANYECKUX CITyYa-
AX He OTNINYAETCA OT TaKOBOW Y B3pOCsIbIX. [1pr Hanmuumm cemen-
HOro aHaMHe3a, MHOXeCTBeHHOro nopaxeHua OLLXK nokazaHo
reHeTUYECKOe NCCNeaoBaHme. XUpypruyeckoe fneyeHue B 06b-
eme yganeHua napaTupeovgHon onyxonm — OCHOBHOW MeTOf,
NMO3BONAOLLMIA OOUTLCA MOJTHOTO BbI3LOPOBNEHNS.
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AOMNOJIHUTEJIbHAA UHOOPMALMUA / NcTouHnk puHaHcmpoBaHuA. He yKasaH.
ADDITIONAL INFO KoHGNUKT nHTepecoB. ABTOPbl [EKNAPUPYIOT OTCYTCTBUE ABHbIX
1 NOTeHLMasbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
Bknap aBTOpOB. BCe aBTOpbI NOATBEPKAAIOT COOTBETCTBME CBOETO aB- cToALWEN cTaTbu.
TOpCTBa MexayHapoaHbiM Kputepuram ICMIE (Bce aBTopbl BHECNIN CyLLiECTBEH- Cornacve nauymeHTa. [lauueHTbl JanyM NMCbMeHHOe WHGOPMUPO-
HbI1 BKNag B pa3paboTKy KOHLeNLUMW, NpoBefeHNe NCCIeA0BaHUA U MOAro-  BaHHOe [OOPOBOJIbHOE corflacMe Ha Ny6nnKauvio MEAVLIMHCKUX JaHHbIX
TOBKY CTaTbU, MPOYNIU 1 0f06pvnn GprHambHYI0 Bepcuio nepeq nybnmkaumen). B paMKax HacToALUelN CTaTby.
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