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Jlana coBpeMeHHas nH(opMAaIKsA 0 BPOXKIEHHbIX 3200J€BAaHUAX NMOKEIYI0YHOI Kejae3bl — cunapomax IlIBaxmana—/laitemonaa
u Noxancona—bBim33apna. Onncansl MeToIbl JTA00PATOPHOIl 1 MHHCTPYMEHTAJIbHOI THATHOCTHKM BPOKIEHHbIX 3200J1€BaHMIi T1O]1-
2KeJIyIOYHOI 2KeJie3bl y neteii. Oc000 moa4epKHY Tl BO3MOXKHOCTH COBPEMEHHOI JIy4eBOii JUATHOCTHKM H, B YACTHOCTH, YJIbTPA3BYy-
KOBOTO HCCJIeIOBAHNS C MPUMeHeHneM (YHKIIMOHAIBHbIX TECTOB, OLEHKH KPOBOTOKA NMOKETYI0YHOI 2KeJjie3bl U ee BOJTIOMOMETPHUH.
IIpencrapieHbl COOCTBEHHbIE HADIIOAECHUS U PE3YJIBTATHI 00CIEI0BAHMS IeTell ¢ YKA3AHHBIMM CUHAPOMAMH.

Kntouesvie crosa: demu, noddcenydounas jicenesa, yabmpaszeykoeoe uccaedoganue, KOMnvlomepHas momozpagus, cundpom lleaxma-
na—/latiemonda (Schwachman— Diamond syndrome), cunopom Hoxancona— bauszapoa (Johanson— Blizzard syndrome).

The paper gives an update on inherited pancreatic diseases, such as Shwachman—Diamond syndrome and Johanson— Blizzard syn-
drome. It describes laboratory and diagnostic methods for the inherited pancreatic diseases in children. Particular emphasis is placed
on the capacities of current radiodiagnosis, by applying functional tests and estimating blood flow in the pancreas and its volumetry
in particular. The authors present their observations and the results of their examinations of children with the above syndromes.

Key words: children, pancreas, ultrasound study, computed tomography, Schwachman— Diamond syndrome, Johanson— Blizzard syndrome.

Homl(enyz[o‘maﬂ Kejieza, SIBJISIICh OJHUM W3 LIeH-
TpPaJbHBIX THMIIEBAPUTEIBHBIX OPraHOB, a TaKXke
o01anast psIIoM aHATOMUIECKUX OCOOCHHOCTEH, JIETKO BO-
BJIEKAETCS TIPAKTHUYECKH B JIFOOOM MaTOJIOTUIECKUIA TTPO-
IIlecC B MUIIEBapuUTeNIbHON cucteme. [lpu 3aboyeBaHU-
SIX, COIPOBOXIAIONIUXCS CHUHIPOMOM MahaOCOPOIINH,
B OIHUX CITyJasiX e TIOpakeHUe SIBIISIETCST IIEHTPATbHBIM
3BCHOM ITaTOTeHe3a, KaK, HalpuMmep, IMPU MyKOBUCIIH-
nmo3e wm cuaapome LlIBaxmaHa, a B ApYyrUX — OHa ITO-
paxaeTcsl BTOPUYHO, Ha (hOHE TSDKEIOTO HAapYIICHUS
TTUIIEBAPUTETHHBIX TIPOIIECCOB U HYTPUTHUBHOTO CTaTyCa.
OK30KpUHHAs PYHKIIMS MOIKETYI0UHOM XKeJie3bl COCTO-
WUT B BBIPabOTKe (hepMEHTOB U OMKapOOHATOB. 3HAUYM-
TeJIbHAsE HEMOCTaTOYHOCTh 9K30KPUHHON (DYHKIIMH TTOJI-
SKEeJTYTOIHOMU JKeJIe3bl C BBITIaIeHUEM ITPEUMYITICCTBEHHO
JINTTa3HOW aKTUBHOCTHU TIPOSIBIISICTCS HeTlepeBapeHHBIM
YacTBIM, OOMJIBHBIM CTYJIOM C XapaKTepHBIM KUPHBIM
0JieckoM U CBOeOOpa3HbIM 3amaxoM. B To ke Bpewmsi
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yMepeHHasT WM He3HaYnTeIbHasT MMaHKpeaTndecKasr He-
IOCTaTOYHOCTh YACTO BBISABISETCS JIUIIHL IPU TIPOBEIe-
HWM CIlelMaIbHOTO obOcnenoBaHust. Ilpocreiimmii Tect
Ha 9K30KPUHHYI0 TaHKpeaTHYeCKyl0 HEI0CTaTOYHOCTh
— BBISIBJICHWE YBEJIUYECHMS KOJUYECTBA HEUTPATLHOTO
XUpa BKomporpamme. B coBpeMeHHOI TIpaKTUKE IIH-
POKO MCIIONIB3YeTCs TUTTHAOTpaMMa KaJja, TI03BOJISIoNIast
TTOJTyYUTh KOJTMYECTBEHHYIO OILIEHKY CTEaToper, a TakKkKe
omnpeie/icHUE B Kajie 3J1acTasbl-1, IMPOTEOTUTHYECKOTO
epMeHTa TTOKEeTyTOTHOM XeJle3bl, Ha YpOBEHB KOTOPO-
TO He BIIUSIOT HU iKeTa OOJIBHOTO, HU TIPUEM TperapaToB
3aMeCTUTeIbHOM Tepanuu [1].

Ocoboe MeCTo cpellv MPUYMH TSKEJION BpOXIeHHOMN
5K30KPUHHOMW HETOCTATOYHOCTHU ITOIKETYIOYHOM XKe-
JIe3bl 3aHUMAIOT MyKOBHUCIINIO3, cCMHApoMBI LlIBaxmMana
— Jaitemonna (Schwachman — Diamond), MoxaHcoHa
— bauzzapna (Johanson — Blizzard), annasus/ruro-
TIJTA3WST TIOIKETYTOYHOM JKeTe3bl.

Cunapom HMoxaHcoHa — biuszzapaa Obl1 BHepBbie
onucaH apropamu B 1971 r. OH BK/IIOYAET 9K30KPUHHYIO
IMTAHKPEaTUIECKYIO HEMOCTATOYHOCTD, TUITOTUIA3UI0 KPhI-
JIbeB HOCA, HapyIIeHNe TTPOPe3bIBaHMS 3y0O0B, 3aMepKKy
pocTa, BPOXIECHHYIO TJIYXOTY, 3alepKKy IICHXOMOTOpP-
HOTO pa3BUTHsI, SKTOAEPMabHbBIC Te(DEKTHI BOJTOCUCTOMN
YaCTH TOJIOBHI M HEKOTOPHBIE APYTHEe CUMITTOMBI. Mopdo-
JIOTUYECKOM OCHOBOW 3K30KPUHHOW HENOCTATOYHOCTHU
TTOITKETYTOYHOM KeJIe3bl SBIISIETCS 3aMellleHne allmHap-
HOW TKaHU OpraHa XWPOBBIMU KJIETKAMU C OTHOCHUTEITb-
HOW COXPaHHOCTBIO CTPYKTYPHI U (DYHKIIMHA MHCYJISIPHOTO
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Tonewyx J1.A. u coaem. Penxuie BpoXneHHbIE 3a00J1eBaHYS TIOIXKETYIOUHOM KeJe3bl

anmnapara. 3aboJjieBaHUe TepenaeTcsl 1Mo ayTOCOMHO-pe-
eccuBHoMy Tumy. Kak ciaenyeTr U3 naHHbIX JTUTEpaTyphl,
UMEIOTCS coo0IIeHUsI He Gosiee yeM o 50 cirydasix poxie-
HUs AeTelt ¢ JaHHBIM CUHApOMOM [3—12].

Juarnoctuka cuHapoma Moxancona — Biussapna
BbI3bIBAET OOJIbIIME 3aTPYAHEHUSI HE TOJbKO H3-3a €r0
KpaiiHell pelKOCTH, HO U B CBSI3U C BO3MOXHBIMU MHO-
TOYMCJICHHBIMU TIPOSIBJICHUSIMU, KOTOPbIE BCTPEUYAIOTCS
B pa3MyYHbIX coueTaHusix. [lepeyeHb CUMMOTOMOB, KO-
TOpbIEe HAOJIIOJAIM Pa3HbIe UCCAENOBATENU Y MALIMEHTOB
¢ cunapom Moxancona — Bius3apaa, 10CTaTOUHO JUTMH-
HBI:

. Huskuii poct

. Muxpouedanus

*  JledekTbl cKayiblia

*  Penkue BosioChl, THE310Bast WM KPYroBasi ajlio-

. CyXeHHbI HOC

+  Tunomnnasusi KpblIbEB HOCA

*  3azepxkKa B Tpope3bIBaHUU WU POCTE 3yO0B

*  AHOMau$l pa3BUTHSI CIE300TBOASLIMX MyTEH

*  MpImeyHast TMIIOTOHUS

*  CeHcoHeBpasbHas [JyxoTa

*  Menkue Kkapuo3Hbie 3yObl

. JledekT MeXIpeacepIHOM U,/ MEXOKETy 109~
KOBO Meperopoaku

*  JlexcTpokapaust

*  CTeHO3 JIErOYHOTO CTBOJIA

*  TpaHcro3ulus MarucTpabHbIX COCYI0B

*  Hapyuenue ¢byHKIMY TOIXKETYI0YHON Xee3bl

*  Cunapom Manpabcopuuu

*  OTcyTCTBME WIK TMINIOTUIA3Us CEJE3EHKU

*  Tlonucnienust

. Tunponedpos

. ATpe3us UIn Cy>kKeHue aHyca

*  BraraauuiHo-npsIMOKMIIEYHbIH CBUILL

*  BraranuuiHasg neperopojka Wid yABO€HUE Bia-
rajiyiia, TuIpo- Wik TMIAPOMETPOKOIbIIOC

. MareHbKuii 0J0BOM YeH

. Kpunropxuzm

. Tunorupeos

*  3azepxkKa IICUXUYECKOTO Pa3BUTHSI.

Cunpnpowm IlIBaxmana — [laiieMoH1a, OITMCAHHBII BIIEp-
BbIe B 1964 1., BcTpevaetcs ¢ yactoroid 1:10 000—1:20 000
>KUBbIX HOBOPOXX/IEHHBIX U SIBJISIETCSI BTOPOW U3 Haubosiee
pacnpocTpaHEeHHbIX TPUYMH HEAOCTATOUHOCTU K30KPUH-
HOM (DYHKIIMU TTO/KETYI0OYHOM XKeJie3bl, 00HApYK1BaeMOI
y nereit. [lpennosnaraercsi ayTOCOMHO-PELIECCUBHBIA TUIT
HacJ/ieIoBaHus1 3a00J1eBaHuUsI.

Hnst cunapoma LlIBaxmaHa xapakTepHbl MaHKpeaTU-
yeckast HeIoCTaTOYHOCTb (MTPEeUMMYIIECTBEHHO JIMIa3Hasl)
Ha (poHe runorIazuy NoaXKeayA0YHON Kee3bl, FeMaTo-
JIOTUYECKUE CABUTHU (Yallle — HEUTPONEeHMs], HO MOTYT
HabJI01aThCsl aHEMUSI M TPOMOOLIMTOIIEHUS), 3aepkKKa
pocTa, KOCTHble aHOMaauu (MeTaduzapHass ITUCXOHI-
poruiasusi, yauie mopaxaloTcsi TOJIOBKM OeIpeHHBIX KO-

CTeil 1 KOJICHHBIE CYCTaBbl, BOSMOXHBI KIIMHOMTAKTYIINS,
runoruiazust GajaHr, y3Kas rpyaHasi KjieTka). Y merei
WMEeT MECTO TMIOTPOMUS pa3IMYHON CTETIeHU BBIpa-
KCHHOCTH, XMPHBIA CTYJI, 9TO TPeOYeT 3aMEeCTUTETLHOMN
Tepallii BBICOKOAKTUBHBIMU TIperapaTaMy ITaHKpea-
THIecKuX (hepMeHTOB. HemocTaTrouHOCTh 9K30KPUHHOMN
(GYHKIIMU TTOMKETYIOIHON XKeJle3bl SBIeTCS Hanbosee
SIPKOIf 0COOEHHOCTBIO 3a00JICBaHUS W BAPBUPYET OT JIeT-
KO 10 TSIKEJION CTETIEHU.

IMoka3zaHo, 4YTOy MAIIMEHTOB paHHETO BO3pacTa,
KakK TIPaBWJIO, TIPH YJIBTPa3ByKOBOM HCCIIEIOBAHUM 00-
HapyXWBaeTcs] HE3HAYUTETbHOE VYBEJIWYECHHME pa3Me-
POB TOmMKeTymouyHoi XKese3sl. C BO3pacToM HapacTa-
10T TpU3HAKU ee XUpoBoi auctpoduun. duchyHKius
TTOKETYIOYHOM KeJIe3bl Y MAIlMEHTOB ¢ CMHIPOMOM
[[IBaxmMaHa cBs3aHa C €€ TPOTPECCUPYIOIINM KUPOBBIM
TepepOXACHNEM, B pe3yIbTaTe KOTOPOTO ITPOMCXOIUT
JIUTIOMATO3HOE 3aMeIlleHre allMHO3HOTO KOMILIeKca
xene3pl 0e3 GpubposHoit aereHepauuu. Ilpu aTom co-
XpaHsIeTCsl CTPYKTypa IIPOTOKOB U KJIETOK OCTPOBKOB
Jlanrepranca. YiyuieHue 3K30KpUHHON (yHKLIMU MO -
KEJTYIIOYHOM KeJIe3bl C BO3PAacTOM OOBSICHSIETCS pa3pa-
CTaHWEM WHTAKTHOW allMHO3HOM TKaHW. B psme ciydaes
TeUeHWEe 3a00JICBAHUS XapaKTepU3YeTCsl IOCTETICHHBIM
CHIDKEHUEM TSKECTU COCTOSTHMSI C BO3PacTOM B cOodYe-
TaHUWA C OMHOBPEMCHHBIM HE3HAYMTEIHHBIM TIOBBIIIIC-
HHMEM aKTUBHOCTH JiuTa3bl. Ee aKTMBHOCTH MOXET yBe-
muuuBatbest K 30—40 romam Ha 42—45%. CyliecTBYIOT
JaHHBIC, YTO MPUOTU3UTEIBHO Y ITOJOBUHBI OOJTBHBIX
C BO3PaCTOM SIBJICHUS SK30KPUHHOUW HEIOCTaTOYHOCTH
MOJIKETYyIOYHOM Kese3bl ucuesatot [13—19].

Cpeay reMaToJIOTMYeCKUX HapyleHuit B 98 % ciyya-
€B BBIABJIAETCSA HEMTPONEHUs. Y 2/, MalMEHTOB OHA HO-
CHT LIMKJIMYECKUH XapakTep, Y '/, — NMEET MOCTOAHHBIH
Xapakxrep.

INopaxxeHue TiedeHN Y 60IBHBIX ¢ cMHApoMoM [1IBax-
MaHa XapaKTepHu3yeTcsl yBEIMUEHHWEM ee¢ pPa3MepoB
W TIOBBIIIICHUEM YPOBHSI TpaHcaMuHa3. [lpwu rucrojo-
TMYECKOM MCCJICIOBAaHUM OWOTTaTa IEYCHU XUPOBast
mucTpodus ompenensercs v 31% mameHToB, BOCITATH-
TEJIbHBIC M3MEHEHUs TePUTTOPTAIEHOTO U ITOPTAIBHOTO
tpakTa — y 31%, GbUbpPO3 moprajbHOTO TpakTta — y 38 %.
OTMEYEHO, YTO C BO3PACTOM Yy OOJIBIIMHCTBA OOJIbHBIX
W3MEHEHUS CO CTOPOHBI TICUeHW YMEHBIIAIOTCS U JIUITh
y 15% TaneHTOB COXpaHsIeTCsT TeraTOMETaIHS.

AHOMaIM1 KOCTHOM CHCTEMBI BCTPEYAIoTCA y '/, 601b-
HbIX ¢ cuHapoMoM IlIBaxmana. CamMbBIMU pacrpocTpa-
HEHHBIMU CpeI HUX SIBJISIOTCS KOPOTKHE pebpa ¢ pac-
IMMUPEHHBIMU  TIEPEIHVMMM KOHIIAMHU, MeTabu3apHast
JVCXOHIPOITIA3Ks TOJIOBKU Oerpa, BabIycHasl nedopMa-
ums rosieHeit. [lpu peHTreHoNIOrnYeckoM 0o0CeI0BaHUN
0OHapyKMBaeTCs 3aepKKa KOCTHOTO BO3pacTa, acuMMe-
TPUIHOE KOCTHOE CO3peBaHUE.

V nmeteit ¢ cuanpoMoM llIBaxMaHa oTMeuaeTcs 3aaep-
XKa (U3MYECKOTO, IICUXOMOTOPHOTO Y MHTEJUIEKTYaTb-
Horo pa3BuTHs. [lokazaHo cyIeCTBeHHOE OTIIMYHE ITOKa-
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3aresist 1Q y nereit ¢ JTaHHBIM CUHAPOMOM IO CPABHEHUIO
CO 3M0pPOBbIMU cubcamu. BpickazaHo mpearnonoxeHue
0 TOM, UTO HU3KUE MoKa3aTear UHTEJUIEKTYalIbHOTO pa3-
BUTHUS OIIPENENSIOTCS HEBPOJIOTMYSCKUMM  (DaKTOpaMu
[16—19].

OCHOBHO# TPUYMHONM OCJIIOXHEHUI U CMEPTHOCTH
MTAallMeHTOB ¢ cMHApoMoM IlIBaxMaHa SIBISIIOTCSI BUPY-
CHBIC U OaKTepualbHble WHGbeKIU. [IpoBeneHHBIE HC-
CJIeIOBaHMS 3apyOeKHBIX YICHBIX B TCUCHUE ITUTEIEHOTO
BPEMEHU CBUIETELCTBYIOT 00 YMEHBILIEHUH C BO3PACTOM
y 60JBHBIX ¢ cHApoMoM LlIBaxmMaHa BEIpakeHHOCTH K-
30KPUHHOU HENOCTATOYHOCTH TMOMXETYIOUHOM Kesie3bl
1 BOCTIPUMMYUBOCTH K MHGpEKIMAM. OMHAKO TeMaToJIo-
TMYECKWe HapylieHUs, U3MEHEHUST KOCTHOUM CHUCTEMEI,
a TakXe OTCTaBaHUe MCUXOMOTOPHOTO Pa3BUTHSI CO Bpe-
MEHEM He BOCCTaHaBJIMBAIOTCS, a B Psiie CIydyaeB — Mpo-
IPECCUpPYIOT.

Db dHEeKTUBHBIX TTATOTEHETUIECKUX METOIOB JICUCHUS
yKa3aHHbIX OOJIbHBIX HE CYILIIECTBYET, a BCE JIeUeHUE CBO-
IUTCS K CUMITTOMaThdeckoMy. MM pekoMmeHmyeTcst mu-
era, oboraileHHasi 0eJIKOM, HEOOXOAMMO OrpaHUYCHUE
KUPOB WJIM 3aMEIICHUE WX CPEIHEICTIOYCYHBIMU TPH-
rnuuepuaamu. HIMpoko ucnosnb3yloTcst CMecH Ha OCHOBE
TUIPOJIU3ATOB OejiKa ¢ J0OaBIEHUEM CPEIHELIETTIOYEUHbIX
TPUIIMIICPUIOB. DH3UMOTEpAIus JaeT OIarompusTHBIN
pe3ybTaT P MCTIOIB30BAHUM  MHUKPOCHEepUIecKrX
(epmenToB. B neproa nHGEKIIMOHHBIX OCIOXHEHUH pe-
KOMEH/IyeTCsl Ha3HauyeHe aHTUOUOTUKOB.

3anepuoa ¢ 2008 no2010r. B MHWUW nenuarpuu
1 IETCKOM XUPYPTMU HaMU HaOTIOMAINCh TBOE OOJBHBIX
C BPOXX/IEHHBIMU 3a00JIEBAHUSIMU TTOIXKETYIOYHOMN Ke-
nie3bl. [1pencrapisieM KpaTKWe BBITTUCKU U3 UCTOPUH 00-
JIE3HU.

Kaunuueckuii npumep Ne 1

Manvyuk K. 11 et Haxonuscsi Ha oOcieJOBaHUU
B OTAEJIEHUU peaduauTaluu paguallMOHHOTO pucKa
MHWW neauatpuu u nerckoit xupypruu c 18.01.2010
nmo 19.02.2010 . ¢ auarHo3oM: cHHApoM MoxaHco-
Ha — bnu3zzapaa (mepBuYHasi 9K30KpUHHAs HemocTa-
TOYHOCTb TOJIKEJIYA0YHOM Kee3bl, Tsaxesas ¢popma).
BpoxneHHass CKBO3Hasi pacllieJMHa BepXHel TyObl
1 Heba ciieBa, MHOXECTBEHHasi MEepBUYHASl AJCHTUS
MOJIOYHBIX 3y0OB U 3a4aTKOB MOCTOSIHHBIX 3y0oB. Ha-
pYIIIEeHNE CTPOCHUSI W BBICOTHI ajbBEOJISIPHON YacTu
YEJIIOCTHO KOCTU C HapyllleHrueM (GopMbl).

Pebenok oT4-ii  OGepeMEHHOCTH, IpOTEKaBIIEit
Ha (poHe aHeMuu ¢ HedponaTueil MepBoil 1 BTOPOH Mo-
JioBuHBI. Poabl B cpok, dpusnonornueckue. Macca Tena
npu poxaenuu 3220 r, amvHa 51cM, OoUEHKa IO LIKajie
Anrap 7/8 6annoB. Ilpu poxaeHUn ObLT AUarHOCTUPO-
BaH MOPOK Pa3BUTHUS YEJIOCTHO-JIMIIEBON 00JIaCTU: He-
3apallleHUue TBEPIOTO M MSITKOrO Heba, BEpXHEU TIyObl.
C 1miepBBIX MECSIIEB XXU3HU OTMeUaIach HU3Kas IIprbaBKa
B Macce U JUIMHE Tejla, OTCTaBaHUE TEMIIOB MOTOPHOTO
pasButus. C poxneHus y pebeHKa Ha (oHE TIpyaTHOro
MOJIOKa, COEBbIX U IPYTUX CMeCeil oTMevasicsi OOUIbHbII

HACJIE4ACTBEHHbBIE N BPOXXEHHbBIE BOJIESHU

BOISTHUCTBI HeTlepeBapeHHBIM CTYJ ¢ IPUMEChI0 KHUpa
U CJIM3H, B KOIIpOorpaMMe — cTeatopest 1-To 1 2-To THTIOB.

B Bo3pacte 4,5 mec pebeHOK BrepBble ObUT 00OCIe-
noBaH B JleTckoii pecryOiauMkaHCKol OojbHule B Ta-
TapcraHe, Tne ObUT 3amomo3peH cuHapoM llIBaxmaHa
— Jlaitiemonpma. C 7-mecss4HOro Bo3pacTta peOeHOK Ha-
omonancst B Poccuiickoit neTcKoil KIMHUYECKOW OO0Jb-
Hutle B Mockse, Tie cuHapom [lIBaxmana — [aiieMoHIa
OBIT UCKITIOYEH B CBSI3U C OTCYTCTBHMEM KOCTHBIX M reMa-
TOJIOTMYECKUX HApYIIEHUM, XapaKTepHBIX IJIsS JAaHHOTO
cUHApoMa. B CBA3M C OTCYTCTBHEM OpPOHXOJIETOUHBIX
MPOSIBICHUI U TTOBBILICHUS] YPOBHS XJIOPUAOB MTOTa OBLT
HUCKJIIOYEH MYKOBUCLIMI03. B nanbHeleM pedbeHOK Ha-
OuIomasICcsl ¢ AMarHO30M: BPOXJIEHHAs TTaHKpeaTUJecKast
HenocTaToyHOCTh. CHMHIPOM HapYIIEHHOTO KUIIEYHOTO
BcachIBaHUS. BBITIO Ha3HAYEHO COEBOE MUTAHME, a TAKKE
depMmeHTHBIN mnpemnapaT (maHuuTpar). OmgHaKo coxpa-
HSUTUCh OOJIM B JKWBOTE, TUCTICTICUYIECKHUE TTPOSTBICHUSI,
pBOTa, BCBS3M C4YeM SMMOUPUYECKU OBUIO IOI00paHO
sneyebHoe nutaHue «HyTpuszoH», Ha3HaueH pepMeHTHBI
npenapat KpeoH B Maiibix no3ax no 25 000 en. B CyTKM.
Ha stoM (hoHEe yMEHBITMINCH CUMIITOMBI 3a00JICBAHMUS:
60JT1 B XKUBOTE U PBOTA CTAJIM OTMEUAThCSI pekKe, TIOSTBUII-
cs1 oOpMIIEHHBI CTYJI.

B cBsi3u ¢ HaTMYMeEM JlaTepalbHOM pacIIeTMHbI TyOBI
1 Heba MaJTbuMKy HEOTHOKPATHO IMPOBOAMIOCH OIlepa-
TUBHOE JicUeHUE (XEUIOIIIacThKa, IUIACTMKA MSTKOTO
Heba, KOPPEKIINs JHAa HOCOBOTO X0/1a).

B otnenenue peabwiurtauuu paavallMOHHOTO pUCKa
JleTcKOTO HayIHO-TIPAKTHMYECKOTO IIEHTPa MTPOTUBOPAIH-
AlIMOHHOM 3alllUTHl MAJIBYUK TOCTYIVII JJIsSI yTOUHEHUS
nuarHo3a. [Ipu MOCTYIUIGHUHM TIPEIbSBISUINCH KaTOOBI
Ha TiepronnJyeckKre 60T B KMBOTE, TOLTHOTY, HellepeBa-
PEHHBIN CTYJ, HEIOCTATOYHYIO TTPHOABKY B Macce Tena,
MOTIepXUBAHYS, TTOTIafaHWE MUY U SKUAKOCTHU B TIOJIOCTh
Hoca. CoctosiHMe pebeHKa paclieHUBaJIOCh KaK CpelIHe-
TsoKenoe. Pe6eHOK TTPaBMIIBHOTO TEJIOCIOXEHUSI, TIOHM-
>)KeHHoro nutaHusi. Macca tena 19kr 200 1, poct 118cM,
YTO COOTBETCTBYET 25-My MepueHTu 0. MHTeeKT co-
XpaHeH, o0yJaeTcsl B 00111e00pa3oBaTe/IbHOM 1IKOJIE.

[Ipu BU3yaTpHOM OCMOTpE oOpaiaia BHUMaHUE BbI-
coKasl TUHUS 7103, penKre BOJOCHI, YJaCTKU THE3THOM
JOTIEIINA B 00JTaCTU TEMEHHW C PyOIIOBO-M3MEHEHHOM
KOXe, TUITOTUTa3MsT KPbUTbeB HOCA 1 CY>KCHHBIH 3aIeM-
JICHHBIA HOC, MHOXECTBEHHBIE ITOCJICOTepalliOHHbIC
pyOIIBI B 00JIaCTM BepXHEW TYOBI, CIMHWYHBIC MEJIKUE
Kapuro3HbIe 3yObl. MBIIIIeYHass CUCTeMa pa3BUTa HeEIo-
CTaTOYHO, OTMeuYeHa TUIOTOHUs. CepaedHo-JIerouHast
JIeATeJIbHOCTD B TIpeneiaX HOpMbI. KUBOT MSTKUIA, 60-
JIC3HCHHBI B SIMTacTPUU, MHJIOPOMYONCHATLHON 00-
Jactd, Touke Meiio — PoOcoHa, TOUKE XETYHOro IMy-
3pIpst. [ledeHb BBHICTYITANa M3-TIOM Kpasl peOepHOM ayru
Ha 0,5cMm, snactuueckasi, 6e30osiesHeHHast. Celie3eHKa
He TaJIbITUPOBAJIaCh.

B k1TmHUYecKOM aHaIM3e KPOBW B MIMHAMWKE [Ba-
XIBI OTMedajiach TpoMbonutonerus (124« 10°/n, Hopma
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Tonewyx J1.A. u coaem. Penxuie BpoXneHHbIE 3a00J1eBaHYS TIOIXKETYIOUHOM KeJe3bl

150—500 + 10°/71), ocTayibHBIC TIOKa3aTeId — B TIpeesiax
TMOJDKHBIX BEIMYWH. B OMOXMMMIUECKOM aHaiM3¢ KPOBU
00Hapy>XeHO TOBBIILIEHNE YPOBHSI 11eJ10UHO (hochaTasbl
(Hopma jo 150 ME/n) u nakrataeruaporeHasbl (HopMma
1o 243 ME/n). AMunasa KpoBu B Ipefenax HopMbl. [To-
BBIIIIEHNS YPOBHS IMacTa3bl MOYM He BhIsiBIIeHO. [1pu ce-
pUY KOTIPOJIOTUIECKUX MCCIEIOBaHMI OTMedYanach CTe-
atopes 2-ro tuna (Mbuia). [laHkpeaTuueckas 3yacrasza
Kajna — MeHee 15 Mkr/T (mpu HopMe 6osiee 200 MKr/T).

VibTpa3ByKoBO€ HcCCeNOBaHUE OPIOUIHON MOJIOCTH:
VBEJIMYECHNE Pa3MepOB TOMKETYIOUHON XKele3bl, TTOBbI-
IIIeHHAsT 9XOTeHHOCTh €€ MapeHXWMBI, HEOTHOPOTHOCTh
CTPYKTYphl. MI3MEHEHUST OpyrMx BHYTPEHHHMX OPTaHOB
OPIOITHON IMOJOCTH U TTI0OYEK OTCYTCTBOBAIIH.

MPT ronosHoro mo3sra: aHomanust ApHonbaa — Ku-
apu. YMepeHHOe paclllupeHue MpaBoro 60KOBOTO Xey-
nouka. MckpupieHre HocoBoit neperopoaxku. [unepria-
3Usl CIIM3UCTON OOOJIOUKM TFaiiMOPOBBIX Ma3yX, KJIETOK
peleTyaToro JabUpUHTA.

TakuMm 00pa3oM, Ha OCHOBAaHWM JaHHBIX aHaMHe3a
(c poxxaeHus1 y peoeHKa OOMJIbHBIM BOASIHUCTBHINA Helle-
peBapeHHBIN CTYJI C TIPUMECHIO XUpa U CJIM3H, B KOIIPO-
rpamMme — creaTopest 1-ro v 2-ro TUIOB), TOHUKEHHOTO
umznyeckoro pa3BUTHS, TSKEOW CTEIEHUW IMaHKpeaTH-
YeCKON HEeMOCTaTOYHOCTH (HU3KWI YPOBEHBb 3J1acTa3bl
KaJia), BEIpaXKeHHBIX U3MEHEHUH TTOIKETyI0OUHON XeJre-
3Bl 110 JAHHBIM YJBTPa3BYKOBOTO MCCIICIOBAHNUSI, B COUe-
TaHWUM C aJIOTeIel, TUToIUIa3uel, aHOMAJTUSIMU 3yO0OB
peGeHKY GbLT ITOCTaBIeH AMarHo3 cuHapoma MoxaHcoHa
— bnuszapna.

B Hacrosiiee BpeMst pe6GEHOK TTOCTOSTHHO HAaXOIUTCS
Ha jeyeOHOM muTaHuM «HyTpuson» u mojydaet dep-
MCHTHYIO Teparuiio MUKpochepuuecKuM GhepMEHTOM
(Kpeon), noza koroporo 0bl1a yseaunueHna ao 80 000 en.
[MnanupyeTcs pacmMpeHne pallioHa TuTaHusI. BBenenue
HOBBIX TIPOIYKTOB OYIET MTPOBOMUTHLCS aHAJIOTUYHO BBE-
NEHWIO TIPUKOpMa y IeTeil paHHero Bo3pacTta. MalbunK
HYXIAeTCcsl B CTOMATOJIOTMUYECKON KOPpPEeKIMHU. B maib-
HelileM peOeHOK HOJIKEH HaXOAUThCS MO/ HAOTIOACHM -
€M Mmeauarpa, racTposHTepoJsora, reHeThuKa, CypaoJiora,
cromaroJora.

Kaunuueckuii npumep No 2

Mesouxa K. 14 mer  Haxomwiach Ha o0ciemoBa-
HWM B KJIMHUKE BPOXIEHHBIX W HACJIENCTBEHHBIX 3a-
oonesanuit MHWW nenuatpuu u A€TCKOM Xupypruu
¢21.10.2008 1o 14.11.2008 . ¢ IMArHO30M: CHUHIPOM
lIBaxmana — JlaiiemoHaa (HU3KOPOCJIOCTb, FeHepasv-
30BaHHas MeTadu3apHasl QUCIUTA3usl, HapylieHue GhyH-
KIIUY TIOKETYIOYHOM Xee3bl). JIByCTOPOHHSISI MUOTTHSI
cpenHeil creneHu. JIBYCTOpPOHHsIs aMOiuonust ciaaboi
crenenu. lLlepedpoacreHuueckuii cuHapom. I[lponarc
MUTPAJTHLHOTO Y TPUKYCITAAAIHLHOTO KiIalaHa.

PebGenok ot 1-it GaaronpusaTHO MpoTeKaBIieil Gepe-
MEHHOCTH, 1-X polloB B CpoK. Macca TeJsia mpu poxXaeHUU
2950 1, minHa 47 cM. C niepBbIX JHEH KU3HU OTMEYAINCh
CPBITMBAHUS, PBOTA, XKUIKUI CTYJ, OTCYTCTBUE TTPUOAaB-

KM Macchl Y JUIMHBI TeJia, 110 TTIOBOAY Yero peOGeHOK Obul
TepeBeicH B OTACICHUE TAaTOJIOTUM HOBOPOXKICHHBIX
C TIeJTbIO BBIXaXKMBaHUSI M KOPPEKIMU Tepanmun. OmHaKo
BBIPAKCHHOM TIOJIOKUTETLHON TUHAMUKU B COCTOSTHUU
JEBOYKY TOCTUTHYTO He ObL10. [Ip1 TOBTOPHOM rocmuTa-
JIM3AIH B BO3pacTe 7 Mec OBbLT MCKITIOUEH MyKOBUCITUIO3
U YCTaHOBJIEH AuarHo3 — cuHiapom IlIBaxmaHa. ITocto-
STHHO TIOJTydJaJia 3aMeCTUTEbHYIO (DepMEHTHYIO Teparuio.
B BospacTte 4,5 net oOpaTuiii BHUMaHUE Ha TUCTPODUIO
3yOHOI 3Manu, ¢ 12,5 1eT oTMeuyeHa TyronoABUKHOCTh
B CycTaBax.

[Ipu mocTyIIeHNH: BBIpaskKeHHAs 3afepKKa (hru3nde-
ckoro pa3Butus (poct 111cm, Macca 22Kr), HapyllIeHUe
OCaHKM, KOHTPAKTYpPhI KOJICHHBIX CycTaBOB. KoXXHEBIE TT0-
KPOBHI OJIeTHBIC YUCTBIC, BOJIOCH PeIKHUe, TOHKUE, BbI-
paxkeHHast mucTpodus 3yoHo! aMann. [TomKOKHBIN X1-
POBOU CJIOM pa3BUT HemocTaTouyHo. CepaeyHo-JIerouHast
NEeSTeILHOCTD B Ipeiesiax BO3pacTHON HOPMBI. ATITICTHUT
VIOBJIETBOPUTETbHBINA. 2KUBOT MSTKUI 6€300J1e3HEHHBIN
BO BCEX OTHeNaX, IeYeHb BBICTYIAeT W3-TION Kpas pe-
o6epHoii myru Ha 2,5 cM. Ctyn 2—3 pasa B IeHb, Kalllulie-
0o0pa3HbIi.

B xTMHMYeCKOM aHajnM3e KPOBU OTMedajgach TPOM-
6omurorieHuss 123+10°/m (Hopma 150—500+10°/m),
OCTaJIbHBIC TTOKA3aTeTN B TIpeIeIax MOJIKHBIX BEJTUIMH.
B 6roxuMmdeckoM aHaan3e KPOBH OTMEUYCHO TTOBHIIIIe-
HUe YpOBHs 11esiouHoi docdaTassl no 747 ME/a (Hop-
ma g0 150 ME/n). AMuiaza KpoBU B Mpejenax HOPMBbI.
[loBBIlieHWEe YPOBHSI OMAcTa3bl MOYM HeE BBHISIBJICHO.
IIpu cepun KOIIPOJIOTMYECKUX MCCIIEIOBaHUI OOHapy-
KeHbl M3MEHCHHBIC MBIIIEYHBIC BOJOKHA B OOJIBIIOM
KOJIMYECTBE, MbIJIA, KJIeTYaTKa B YMEPEHHOM KOJIMJYECT-
Be. [lankpeatnyeckas anacrasa Kana —105 Mkr/T (HOp-
ma 6osiee 200 MKT/T).

[Tpu yaeTpa3ByKOBOM MCCICMOBAaHUN OPIOITHOM ITO-
JIOCTA OTMEYEHO YBEIMYCHUE Pa3MEPOB TTOIKEITYTOTHOM
KeJie3bl, TTOBBIIIIEHHAsT 9XOTeHHOCTD e¢ TTapeHXUMBI, He-
OTHOPOMHOCTH CTPYKTYPHI. MI3MeHeHUS IpyrrX BHYTPEH-
HUX OPTaHOB OPIOIITHON TTOJIOCTU U TTOYEK HE BBISIBJICHHI.
MPT opraHoB OpIOIIHON MOJIOCTU: MPU3HAKU KUPOBOK
IUCTPOGUN TIOMKEITYIOYHON KeJie3bl. PeHTreHoIoTn-
YeCKOe WCCIICIOBaHUE KOCTHOW CHCTEMBI YCTAaHOBWIIO
MPU3HAKK MeTadu3apHoii nucriazud. [1o JaHHBIM 3X0-
Kaparorpadu — TPoJIaric MUTPAITBHOTO W TPUKYCITH-
JATBHOTO KJTAITaHOB, AWJIATAIIMS TIOJIOCTH JIEBOTO XKeJTy-
JOUKa.

KoHcynbraiys oKyIMcTa: MAOITHS CPeTHEN CTeTICHU
oboux a3z, amoauonus cpenHeit creneHu. Koncynbra-
IIMsI HEBPOTIATOJIOTA: TIOTPAHUYHBIN YPOBEHb MHTEIUICK-
TYaJIGHOTO Pa3BUTHSA, IIePeOPOACTCHUYECKII CUHIPOM.

YunuteiBas maHHBIC aHaMHe3a (CPBHITUBAHMS, PBOTA,
KUIKUW CTYJ, TUToXash MpuOaBKa Machl Tesla C poXKIe-
HUSI), BBIPAXCHHYIO 3aIePXKY (PU3MUECKOTO Pa3BHUTHS,
MPU3HAKA MeTau3apHOM IHUCIUIA3UM KOCTHOM CHUCTe-
MBI, TPOMOOITUTOIIEHUIO, YMEPEHHYIO CTEITeHb ITaHKpea-
TUIECKOU HETOCTATOYHOCTH M BBIPaKCHHbBIC N3MEHEHWS
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MOXETYTOUHOM >Kesie3bl MO JaHHBIM YJIbTPa3BYKOBOTO
ucciaenoanusi U MPT, pebeHKy ObLI ITOCTaBJI€H 1UarHO3
cunnpoma llIBaxmaHa — [laiiemoHna.

B Hacrosiiiee Bpemsi peOGEHOK TMOCTOSIHHO TOJTy4YaeT
3aMECTUTENbHYIO (PEPMEHTHYIO Tepanuio MUKpochepu-
yeckuM ¢depmeHToM (KpeoH), 103a KOTOPOTo COCTaBJIsIeT
40 000 en.

B cBsI3M ¢ BBIpaXXKeHHBIMU W3MEHEHUSIMU TTOIKEITY-
TIOYHOM 3KeJe3bl, BBISIBJICHHBIMHU TIPH YIIBTPa3ByKOBOM
HCC/EIOBAaHUM OPraHoOB OpPIOUIHON TMOJOCTU, a TaKXKe
MpU3HAKaMU SK30KPUHHON HEAOCTATOYHOCTU B MpPE-
CTaBJIEHHbIX HAOTIOAEHUSIX JETSIM ObLIO MPOBENEHO YJib-
TPa3ByKOBOE HCCJIENOBAaHUE TOMXKETYTOUHONU >Keae3bl
C UCTOJIb30BaHWEM (YHKIMOHAIbHbIX TecToB. [lpu uc-
CJIeIOBAaHUU B PEXUME CEpPOM IIKadbl BbISIBIEHO NU-
(y3HOe yBeqMueHUEe pa3MepoB MOIXKETYIOYHOW XKeJjie-
3bl, HEPOBHOCTb €€ KOHTYPOB, MOBBILLIEHUE SXOTEHHOCTU
1 HEOTHOPOIHOCTb CTPYKTYPHI (puc. 1, 2).

C Leblo U3yyeHMsl alanTallMOHHbBIX BO3MOXHOCTEN
MOXETYIOUHOM XeJie3bl U BbISIBJICHUS HAPYLIEHUN MU-
KPOLIMPKYJISILIMM B OpraHe Hamu ObLla IMpoBeldeHa Mo-

Puc. 1. YnerpasBykoBas KapTMHA NOIKeJTYIO4HOH KeJe3bl
y pedenka ¢ cunapomom IlIsaxmana—Taitemonna.

3,[[er " Ha puc. 2: xene3a YBEJIMYECHA B pasMepax, 9XOr¢HHOCTb €€
3HAYUTECJIbHO ITOBBIIICHA, CTPYKTYpa HCOTHOPOIHAA.

Puc. 2. YnerpasBykoBas KapTHMHA NOMIKeJTYIO4HOH Keje3bl
y pedenka c cunapomoMm Moxancona—baus3apaa.
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CTIpaHauanbHas coHorpadus. Kak M3BeCTHO, TaK Ha-
3pIBaeMasi «paboydasi TUTIepeMUsl», BO3HUKAIOIIAsI TTOCITe
elbl, XapaKTepu3yeTcs yBeIMYEHHEM pa3MepOB ITOMIKe-
JIyIOYHO XeJie3bl BCIeACTBIE YCUICHUS] KPOBEHATIOTHE -
HUS MO AeCTBUEM TaCTPOMHTECTUHAIBLHBIX TOPMOHOB.
VabTpa3ByKoBOe MCCEIOBAaHUE B MUIIEBAPUTETbHbBINA
MEePUOJ MO CPABHEHUIO C MEXITUIIIEBAPUTETbHBIM IMPOBO-
LIMPYET CTPYKTYPHBIE U3MEHEHUS TTOIKETyIOUHOM XKeJie-
3bl I BU3YaIM3UPYET MX. PaHee ycTaHOBIEHO, YTO Y 3110~
POBBIX JeTeil OTMeYaeTcsl BBICOKAsT CIOCOOHOCTH
K «paboyeil TUTIepeMU» TTOIKETYI0YHOM XKeJie3bl TTOCIIe
MUIIEBOI HATrpy3KH, YTO COMPOBOXAAETCS YBEIMICHUEM
pa3mepoB opraHa Ha 20—30%, pacliMpeHHeM ITaHKpe-
aTUYECKOTO MPOTOKA, YMEHBIIEHHEM 3XOTeHHOCTH Ta-
PEHXUMBI ¥ OTHOCHUTEJILHO OBICTPBIM BOCCTAHOBJIEHHEM
MepBOHAYAIbHBIX Pa3MEPOB, TOTIA KaK y IeTeil ¢ XpOHU-
YeCKUM MaHKPEeaTUTOM pa3Mephl MOIKeTyIOYHOM XKelre-
3BI YBeJTMIMBAIOTCS He OoJtee YeM Ha 5%, a 'y yacTu 60J1b-
HBIX — yMeHbIatores [20, 21].

IMocTnpanayaabHas peakuusl TOMKETYIOYHON Ke-
JIe3bl 'y HaOMIOMABIIMXCS ABYX JAeTell Oblla CHIKEHa,
YTO CBUICTEJLCTBYET O €€ CHIXEHHOM (PYHKIMOHAIb-
HOI aKTUBHOCTU U MUKPOLIMPKYJISTOPHBIX HAPYILIEHUSIX
(tabn. 1). Hapsiny c TpagulIMOHHBIM U3MEpPEHUEM JIU-
HEMHBIX pa3MepoB MOIXKETYIOYHOM KeJle3bl HaMU PO~
BelcHa YJIbTPa3ByKOBasl BOJIOMOMETPUSI, 4TO SIBJISIETCSI
6osiee nHPopmaTuBHBIM. OOBEM OpraHa J10 1 MOCJE ebl
MPaKTUIECKHU HEe UBMEHMUJICS, YTO CBUIECTEILCTBYET O BI-
paXkeHHBIX (DYHKIIMOHATbHBIX CIBUTAX.

IIpuHuMast BO BHUMaHue TOT (hbakT, UYTO Haubosee
paHHUE M3MEHEHUS B IOMXKETYIOYHON Keyne3e Mpouc-
XOIST Ha YPOBHE MMKPOBACKYISTOPHOTO pyclia, 3Ha-
YeHHWe BM3yaJu3aliyd IMapeHXMMATO3HOTO KPOBOTOKA
IS OLIGHKW €€ COCTOSIHMSI TPYAHO TiepeoleHuTh [20].
Hcrnonb3oBaHre METOAMK I1IBETOBOTO IOMIIJIEPOBCKOTO
KapTUPOBAaHUSI W UMITYJIbCHOM HOMIUIEPOMETPUU BBISI-
BWJIO CHIDKEHUE CKOPOCTHBIX TTOKa3aTesieil M BhIpaXKeH-
HOE TIOBBIIIIEHUE COCYANCTOTO COMPOTUBIICHMS B MEJIKUX

Puc. 3. immynncnas nonniepomeTpus MeJIKMX COCYI0B NOKe-
JIyI0YHOIi JKeJe3bl y pedenka ¢ cuaapomom IIBaxvana—/Laiie-
MOH/IA.

[ToBbllIeHHE TTOKa3aTeNel cocyaucToro conportusieHus (R, Pl) B
MEJIKHUX MapeHXUMATO3HbIX aPTEPUSIX TIOMKETYTOUHOM JKee3bl.
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Tlosewyx JI.A. u coagm. Penxue BpoxkneHHbIE 320071 BaHUSI TIOIKETYIOUHOM XeJe3bl

Tabnuya 1. PesynbraThl NOCTHPAHANAIBLHOI IPOOHI Y 00CI€J0BAHHBIX JeTel

TTapameTp MmoOmXKeTyI0YHOM XKeJIe3bl

Peb6enok
¢ cunapomom IlIBaxmana—/laiieMoHaa

Pebenok
¢ cuHapoMoM MoxaHcona—baus3apaa

CyMMapHBIii pa3mMep, MM

10 €/Ibl 58 54

MOCJIe eIbl 56 54
TloctnpannuanbHbLil KO3hhuImeHt, % -3,5 0
BomomomeTpust, cm?

IO €libl 54,2 58,8

IOCJIE eObl 52,7 54,9
TloctnpannuanbHblil KO3hhuueHt, % -2.,8 -5,8

Tabauya 2. Pe3yasTaTsl AMITYIbCHOI JOMILIEPOMETPHH MEJKHX COCY/I0B OKETYI0HOM JKeJe3bl y 00C/1e/I0BAHABIX AeTeil

TTapameTp momkenyn04HOM! Keae3bl Pebenok FC6CHOK
¢ cunapomom llIBaxmana—/laiieMoH1a ¢ cuHapoMoM MoxaHcona—bius3apaa
V. cMm/c 19,7 15,7
V. cm/c 3,9 2,6
TAMX, cm/c 8,7 7,5
PI 1,83 1,75
RI 0,80 0,84

Hpu/vteltaﬂue. Vm“ — MaKCHMaJIbHas1 CUCTOJIMYECKAsi CKOPOCTD, Vmin — xoHeuHast nMacToJn4YecKas CKOpPOCTb, TAMX — YCpE€AHEHHAsA 110 BpE-

MEHU CKOPOCTb KPOBOTOKA; Pl — MybcallUOHHBIN MHAEKC; RI — UHIEKC PE3UCTEHTHOCTH.

cocynax IOIKeTyIOYHOM XeJle3bl, YTO KOCBEHHO MOXET
CBUIIETEIBCTBOBATh O CKJIEPOTUYECKUX TpOLieccax B Ke-
Jie3e y o0cienoBaHHbIX nereit (puc. 3, Tabdiu. 2). Takum
00pa3oM, TpUMEHEHHUE TOTMOJHUTEBHBIX METOIUK TT0-
3BOJIMJIO OLICHWTH He TOJBKO CTPOCHHME W pa3Mephl IOJI-
KEJTYMOYHOU KeJie3bl, HO U e¢ (DyHKIIMOHATHLHOE COCTO-
STHUE.

IMogBomst uTorK, cienyeT MOAYEPKHYTh, YTO UCITOJb-
3yeMble B HACTOSIIEE BPEMSI PYTUHHBIE YJIBTPa3BYKOBBIE
TEXHOJIOTUW WCCIIEIOBAaHUS TTOMKETYIOUHON JKeJIe3bl
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