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TOUEUHbIE U MATHUCThIe KPOBOUBJIUAHUS B ILJIEBpPE, O] 9H-
IOKapAoM, B 000JI0YKaxX TOJIOBHOTO MO3Ta, CAU3UCTOM 0060-
JIOUKe JKeJyIKa, CeJIe3eHKe, ITapeHXUMe JIETKUX U IIOYeK;
9pPO3UU CIAUBUCTOU 000JIOUKY KeayaKa. Ouaru HeKposa B BU-
COYHON 00JIaCTU U MOAYIIKE 3PUTEJIHHOI0 Oyrpa JIEBOTO II0-
JIyIIIapusi TOJIOBHOTO MO3Ta, BaPOJINEBOM MOCTy. ['emopparu-
yeckuit uHGAPKT B 10-M cermenTe mpaBoro jerkoro. MHoxke-
CTBEHHBIE UINIEMUYECKUe WH(MAPKTHI B IeUEeHU. XPOHUUEC-
Kasd MmovyeyHas HeJOCTaTOUHOCTh. SIBBEHHBIN KOJUT; GUuOPU-
HOBHBIA TEPUKapPAUT, TU(PTEPUTHUUECKUN TacTPUT, KaTa-
PaJBHBIN BHTEPOKOJIUT. OTEK rOJIOBHOTO MO3Ta ¢ BKJIUHEHU-
€M MUHIAJNH MO3KeUKa B 6OJIBIIIOe 3aTHIIOUHOE OTBEPCTHE.
Orek serkux. 'uaponepukapa. Auemusa. PeanumaiiioHHbIe
meponpusaTusa. [unepiiasus cenesenku. CTomaTur.

3aknoueHue 0 npuiuHe cmepmu: cMepTh 00IbHOMI A.,
8 seT, cTpasaBIiieil y3eJIKOBBIM IOJIUAPTEPUUTOM B cOUeTa-
HUU C BUPYCHBIM T'ellaTUTOM B, mociiefoBasia OT 0TeKa MO3-
ra ¢ BKJIUHEHUEM MUHAAJNH MO3’KeYKa B 0OJIBIIIOe 3aThI-
JIOUHOE OTBEPCTHUE.

Taxkum o6pasoM, JeBoUKa 8 JjieT Obljia 00JbHA KJIACCH-
ueckoit popmoit YII B Teuerue 2 jer. 3abojieBaHUEe HAYa-
Jochk ¢ (heOPUIBHOIM JMXOpagKM, MIPOTPECCUPYIOIIEH cia-
060CcTH, TOXYAaHUA U TPAKTOBAJIOCh KaK OCTPHIN BUPYCHBII
renatutr B. Yepes 2 mecdAlla MOABUJINCH KJIACCUUECKUE
npusHaku YII B Buge auxopaaku, 00Jeil B JKUBOTE, PA3BU-
JIach 9KJIAMIICUS, BO BpeMdA KOTOPOH BIepBBIE 3a(hUKCUPO-
BaHa aprepuasbHaa runeprensua (AL 170/100 mm pr.
ct.). CocTosiHME OBLIO KpaliHe TAMKEeJIbIM, OTMEeUaJINCh IIOTe-
P4 3pEeHUA, CYZOPOTH C IIPABOCTOPOHHUM I'eMUCUHIPOMOM,
OCTaHOBKA AbIxaHuA (Haxoxwiach Ha WBJI). YayumeHue

COCTOSHUA HACTYHIUJIO Ha (poHEe Ha3HAUEHUA I'IFOKOKODPTU-
KomgHOU Tepanum u nyiabc-repanum [IdD. AJl cHu3uaocs
OPaKTUUYECKH OO0 HOPMAJbHBIX Hudp. WMHTEpMUTTHDYIO-
mryio Tepanuio 1{® monyuana B pekume 1 pas B MeCsIr B Te-
yeHme rozga ( 1o oktadbpa 2004 r.), nanee B pesxkume 1 pas B
3 mecsrna go aaBapsa 2005 r., IpoTUBOBOCIIATUTEIbHAT M-
MYHOCYIIpeCCUBHASA Tepanusd OTMeHeHa B CBA3U C T€M, UTO
cocTosgHUE pedeHKa TPaKTOBaJIOCh KaK peMuccus 3aboJieBa-
Hus. OcobeHHOCTRIO faHHOTO BapuaHnTa Y1l aBiserca coue-
TaHue ero ¢ nHQUIIMpPoBaHueM Bupycom renartura B. Teue-
HUe XPOHUUECKOTo rernatuta B y 00JbHOMI IIPUBEJIO K TsKe-
Jgomy obocTpenuio YII ¢ aprepuaabHON rumepreHsueii, ru-
IePTOHMYECKON dHIledamonaTue, BHIPa’KeHHBIM a0qoMu-
HaJbHBIM CUHAPOMOM, IIOYEUHOM HEeJOCTATOUHOCTHIO C Pas-
BUTHEM dKJgamncuu. HecMoTpsA Ha IPOBOJUMYIO MHTEHCUB-
HYIO TEPAIUIO C UCIOJb30BaHUEM TJIIOKOKOPTUKOUIOB, aH-
TUKOATyJIAHTOB, TMIOTEH3UBHBIX IIPEIIapaTOB COCTOSHUE
MPOTPECCUBHO yxyamanock. CMepTh HACTyIHWJa BCJEH-
CTBHE IIPOTPECCUPYIOIell cepeuHO0-JIeTOUHOH HeJ0CTaTOu-
HOCTHU, HApPaCTAINUX ABJIEHUN OTEeKa rOJIOBHOTO MO3Ta C
BKJIMHEHUEM IIPOJ0JITOBATOT0 MO3ra B 0OJIBIIIOE 3aTHLIOU-
Hoe oTBepcTHe. ['MCTONOTHUECKOE HCCIeIOBAHNE TIOATBED-
OUJIO KAWHUYECKUN TUATHO3: y 8-JeTHeH NeBOUKU MMeJI
MeCTO IJUTeJIbHO TeKymui YII ¢ mopaskeHHeM COCYIOB
IPaKTUUECKU BCEX OPTAHOB — IIOUEK, IeUYeHU, MUOKAPZA,
JKeJIyOYHO-KUIIIEYHOTO TPAKTa, JIETKUX U CeJIe3eHKU. YCy-
ryo6adaomuM (QakTopoM ABUJICA XPOHUUYECKUIl remaTur B
BSJIOTO T€UEHUA U BHIABJIEHHBIE TOJBKO MUKDPOCKOIIUYECKY
HaXOIKU — HAJINUYVeE B IEYEHU, IOUKAX U JIETKUX YIACTKOB
9MOPUOHATBHOM TKAHMU.
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ABA CAVYAS TAAAKTO3EMUU V AETEN

'OV BITO M>keBcKast roCyAapPCTBEHHAA MEAUIIMHCKASA aKAAEMUs,
I'Y3 PecniyOAmKaHCKas AeTCKast KAMHU4YecKast 6oabHuIla M3 VP, 1. M>keBck, PO

TanakTosdemMusa — HacJieZCTBeHHOe 3a0oJjieBaHUE, B OC-
HOBe KOTOPOTO JI€XKUT MeTa00JINUeCKUi 0JI0K Ha IIyTH IIpe-
00pa30BaHUA rajakTO3bl, IIOCTYIAIONIIE B OPTAHU3M C IIH-
el B COCTaBe MOJIOUHOTO caxapa — JIAKTO3bI — B IUIIOKO3Y
BesiencTBue gedumnura (epMeHTOB: rayakToso-1-gocdar-
ypugunrpaachepassr (I Tum, KIaccuueckas rajaxTose-

mMus), ranaxkrTokuHass! (11 Tum) unu ypusnagudocdorasax-
T030-4-smtmmepassl (III tum). TamaxkrTosa u ramakToso-1-
dochaTt HaKAIJINBAIOTCA B KPOBU U TKAHAX, OKa3bIBas TOK-
cuueckoe geiictBue Ha I[HC, meuenb, XpycTaauKu rJas,
YTO OIIpeesseT KJINHUUYECKUe MPosaBIeHud 0oaesHu. Tum
HacJegoBaHUA TajJlIaKTO3eMUun ayTOCOMHO-peHeCCHBHLIfI.
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HauboJsiee xapakTepHBIMU HPU3HAKAMH KJACCUUECKOIT Ta-
JIaKTO3€MUU Y AeTell ABIAIOTCA PaHHee, B IEPBLIE THU U He-
ey JKU3HUM, HAYaJIO 3a00JIeBaHUA, BHIPDAKEHHAA JKEJTY-
Xa, PBOTa, quapes, HEBPOJIOTHYECKAA CUMITOMATUKA (Cy-
JIOPOTHY, HUCTArM, MBIIIIEYHAA TUIOTOHUSA), B JaJbHEHIIIEeM
00HAPYKMBaAETCA OTCTABAHNE B (QU3UUECKOM 1 HEPBHO-TICH-
XUUECKOM PasBUTHM, BOHUKAET KaTapakTa. SHAUUTEIHHO
CHU)KAETCSA COMPOTUBJIAEMOCTh II0 OTHOIIEHHWI0 K WH(pEK-
nuu. TsaKecTsb 3a60JieBaHUA MOKET CYIIIeCTBEHHO BapbUPO-
BaTh [1]. IIpu nabopaTopHOM MCCJIELOBAaHUU B KPOBU OIIpe-
IeJIsieTCsl TajlakTo3a, COMepiKaHme KOTOPOM MOJYKeT JOCTU-
ratb 0,8 r/j, MeTOLOM TOHKOCJIOWHOI xXpoMmarorpaduu
(TCX) B Moue ymaerTcss OOHAPYKUTH TajakTo3y. AKTUB-
HOCTH TrajaxTo30-1-docharypuaunrpamcdepasbl B dPUT-
poluTax pesKo CHUKeHAa WJIU He OIpe/essieTcs, ColepiKa-
HHUe rajgaxkTos30-1-docdara yseanueno B 10—20 pas mo cpas-
HeHUIo HopMoii. IIoBBIIIIeHO coflepiKaHme KaK IPIMOro, Tak
¥ HEIPAMOTo OUInpyOmHa, XapaKTepHBI U APYyTrue OMOXM-
MUUYeCKUe IPU3HAKN MOPAKeHUA TeYeH! (IOBBIIIIeHNE aK-
TUBHOCTU CBIBOPOTOUHBIX TpaHCAMWUHA3, THIOIPOTEUHE-
MU, TUNOANbOyMUHEMUdA, KoaryJjomatus). IIpu moarse-
PUKAEHUN quarHosa HeoOXOAMM IepPeBoJ pedeHKa Ha ImuTa-
HUeE C UCKJIIOUEeHNEM IJIaBHBIM 00pa30M JKeHCKOTO MOJIOKA,
JIJIS 9TOTO UCIOJb3YIOT CIIEINATbHBIE TPOSYKTHI: COABATb,
HyTpaMureH, 0e3JIaKTO3HBIN SHOUT. VI3 JIeKapCTBEHHBIX
IIpenapaToB IIOKa3aHO Ha3HAUEHNe HOOTPOIHBIX IIpermapa-
TOB, I'ellaTONIPOTEKTOPOB, aHTUOKCUIAHTOB, BUTAMUHOB [2].

ITIpuBoguM nBa KJIMHWYECKUX HAOJIIONEHUA IaHHOIO
3abosieBaHuda y gerei 1,5 jet u 2,5 MmecAIles.

Awuppeit 1., 1 mec 5 ¢yT, HOCTYINJ B IeJUATPUIECKOE
OoTIeJIeHVe AJIsT HOBODOJKJIEHHBIX U HEJOHONIEHHBIX JeTel
PecniyOuKaHCKOM MeTCKONM KJIMHUYECKOW O0OMbHUIBI M3
Yamyprckoit Pecriybiiuku ¢ kajiobaMu Ha CPBITMBAHUSA C
MePBBLIX MHEH KU3HU, JKEJITYIIHOCTbL KOXKHBIX IIOKPOBOB,
MMOSIBUBIIIYIOCS 2 MHSA HA3a], BSJIOCTb, OTCYTCTBUE Mpubas-
KU MacChl TeJia, KPOBOTOUUBOCTh U3 MeCT 3a60pa KpoBH, He
mpekpariawIyiocsa B Teuenue 10 4.

Mausunk ot IV 6epeMeHHOCTH, IPOTEKAaBILIEl ¢ PAHHINM
recto3om, OPBU B 20 Hexenb, anemueii I1 crenenu, 111 cpou-
HBIX POJIOB.

HacaencrBenHocTs: feBouka oT I 6epeMeHHOCTH yMep-
aa B 1998 r. B Bospacre 2 mec. IlaTosoroanaTroMuuecKuii
IUarHo3: TreHepaJn30BaHHAA BHYTPUYTPOOHAS MHOPEKITUA,
BPOKIEHHBII CTEHO3 BHEIIEUEHOUHBIX JKeJIUYHBIX TPOTOKOB,
TOPTATBHBIN U EPUNOPTANTBHBIN Gubpo3 ¢ mposrudepaiiu-
el XOJaHTUMOJ, MEJIKOOUYArOBBIM HEKPO30M U KUPOBOI
muctpodueii. Co cI0B MaTepu, CUMITOMEI 3a00JIeBAaHUS Yy
eBOYKY OBLIN a0COTIOTHO UAEHTUUYHBI CUMIITOMAaM IIPOOaH-
[la, UTO IO3BOJIMJIO HAM IIPEJIOJIOKUTE Yy Hee HAJIUUMe ra-
naxrTosemuu. II 6epementocts B 2000 r. — 3ameprmas, 111
6epemenHocTh B 2001 r. 3aKOHUYMJIACH POKIEHUEM 3I0PO-
BOIi TOHOIIIEHHO MeBouku. CBOAHBIN OpaT MaTepu He Iepe-
HOCHUT MOJIOKO. ¥ 6a0yIIKu pebeHKa 1o IUHUY OTIIa 2 JeTeit
yMepJiu B paHHEM BO3pacTe, IPUUYNHA CMEPTHU He M3BECTHA.

Macca Tena pebenka npu poxkaenunu 3740 r, poct 53
CM, OKPYKHOCTB T'OJIOBBI 37 CM, OKPYsKHOCTB I'pyau 36 cm.
Onerka no mkasne Anrap 8—9 6amnnos. K rpynu npuioxex
B l-e cyTKu, cocai Baso. JHeaTymHOCTh KOKY ¢ 3-T0 JHA
sxu3HU. MakcuMaJIbHBIN YPOBEHb 00Iero OuanpyouHa oI-

penensicsa Ha 4-e CYyTKU U cOCTABUJI 384 MKMOJIL/J, IIPs-
Maa Gpaknua OounupyomHa 25 mrmoins/ix, AJIT 119 ME/x,
ACT 131 ME/n. HecoBmecTuMOCTb KPOBU MaTepu u pebeH-
Ka 1o pesyc-darkropy u cucreme ABO He BrigBieHa. C
IEeJIbI0 KYIUPOBAHUA JKEJITYXU MAJbUYUKY IIPOBOILUJINCH
doroTepanusa u mEQPysMOHHAA Tepanud. B BospacTe 5 cyTok
pebGeHOK IepeBefieH B OTAeJIeHe HOBOPOXKIEHHBIX KJINHU-
yecKou 60abHUIIBI Ned 1. VI3KeBCK AJIs IPOJOJIKeHU Jeue-
Hus. Beinucas B Bo3pacTe 25 CyTOK ¢ [MarHO30M: KOHbIOTA-
IIMOHHAS MKeJITyXa, CHHIPOM CTyIleHus Keaun. K moMmeHTy
BBIIIMCKY YPOBEHb OMJIMPYyOMHA HOPMAJIMU30BAJICS, HO, CO
CJIOB MaTepu, Pe0eHOK BSJIO COCAJ I'PYAb, IIEPUOLUUECKU
CPBITUBAJI, He BOCCTAHOBUJI IEPBOHAYAIBLHYIO Maccy Teja.

IIpu mocrymnenuu B PIIKB cocrosinue peGeHKa TssKe-
joe. Banblil, cHUKeHA pPeaKIlusa Ha OCMOTD, KOKHBIE TTOK-
pPOBEI OJ1€IHBIE, CYOUKTEPUUHbBIE, TePUOPATbHbIN U IIePUOP-
OMTANBHBIN IIMAHO3, SKXNUMO3bI B 00JIACTH JIOKTEBBIX CTHU-
00B B MecTe IMYHKIMU NepudepruecKux BeH. PaciimpeHa
TOJKOKHAsI BEHO3HAA CeTh Ha IlepefHeil OPIOIIHOM CTeHKe.
ITogKO0XHO-KUPOBOM CJION PA3BUT HEAOCTATOUHO, TYProp
TKaHell cHUKeH. [[MCIPOmopPIIMOHAIBHOTO TEJIOCTOKEHMA:
OTHOCUTEJIBbHO KOPOTKME KOHEUHOCTU, I'0JI0Ba THUAPOILE-
(haabHOI (DOPMBI C BRICTYHAIOIINMU TEMEHHLIMU OyTrpaMu,
IIMPOKadA 3amajalnas nepesHocuna. KuBor B3ayT, mpus-
HaKU acnuTa (IpUTyIIeHre B O0KOBBIX (DIaHKaX JKUBOTA).
ITeuens m ceseseHKa IJIOTHO-3JACTUYECKOH KOHCHUCTEH-
1Y, BBICTYIAIOT U3-TI0J Kpasa pebepHOi ayru Ha 5 cm. Ha
MOMEHT IOCTYILJIEHUS Macca TeJjia pebeHka 3688 r, oKpyK-
HOCTB T'0JIOBBI 39,5 M, OKPYsKHOCTE Ipyau 32,5 ¢M, pocT 53 cM.

ITpu mpoBeneHUYN LOMOJHUTEIBHBIX METOJOB MCCIE0-
BaHUA B aHAIV3e ITepud)epUUeCKOll KPOBU BHISBJIEHBI IIPU3-
HaK¥ HOPMOXPOMHOU I'UIleppereHepaTopPHoON (PeTUKYI0I-
61 82%0) anemuu III crenenu, seiikonurapHas Gopmyaa
He usMeHeHa. [Ipy GMOXMMHYECKOM HCCJIeLOBAHUY BBISB-
JIeH CUHIPOM X0JIecTasa: T'uueponInpyonHeMus ¢ mpeooa-
NaHueM IIPAMOU Ppaxkiuu OuaupyouHa, MOBBIIIIEHE YPOB-
HA IIeJIOUHOM docdaTashbl; CUHIPOM IIUTOJIM3a 34 CUET I10-
BbIIIeHUA B OoJbIiieit crernernu ypoBHsa ACT; npusHaku Ha-
PYIIeHUsS CUHTETHUYECKON (DYHKIUU IMeYeHU: CHUMKeHUe
nporpoMOuHOBOro nHAeKca 0o 28% , pubpunorena mo 1,7
r/a. ITITP KpoBU HA IUTOMETAJIOBUPYCHYIO, TOKCOILJIa3MeH-
HYI0, XJaMUIUNHYO, TepIeTUUYEecKyio, MUKOIJIa3MEeHHYIO
unbeknuu, renatutsl B u C orpunarenbHasi. B ananmuse
moun npoTennypus (0,242 r/x). IIpu Y3U opraHos 6proIii-
HO TOJIOCTU TOATBEPIKAEHO HAJMUME TelaTOCIIeHOMera-
U’ 1 acuuTa. Pe6eHOK OCMOTpPEH OKYJINCTOM — BBISABJIEHA
30HYJIApHAA KaTapakTa 000MX IJjIas.

Ha ocHoBanuM aHaMHe3a, KINHUUYECKUX JaHHBIX U J0-
TMOJHUTENBHBIX METOJOB MCCJIENOBAHUS OBLI IIOCTABJIEH
IpeBapUTEIbHBIN OUATHO3: BPOXKAEHHOE HApyIIIeHUe yT-
JIEBOJHOTO o0MeHa — rasakrolemusd. Ha 6-e cyTKu mpeOnI-
BaHUA B CTAI[MOHAPe Ha3HaUeHa 0e3/1aKTOo3HAA AUeTa.

Ha ¢oHe mpoBemeHMs cuMOTOMATUUYECKON TEpanuMd U
nepeBosia pebeHKa Ha BCKapMJIMBAHUE COEBOII CMECHIO OT-
Meuasach BEIPaKeHHAd MIOJIOMKUTEIbHAA TUHAMUKA: YIIyU-
IINUJICA aNIETUT, IPEeKPATUINCEH CDBITUBAHUA, yTacJia 3KeJI-
Tyxa, UCYe3JIU BEeHO3HAs CeTh Ha IepeaHell OPIOIIHOMN CTeH-
Keé U MPOSIBJIEHUS ACIIUTA. Y MEHBIINJIACh BHIPAKEHHOCTD
JIUIEBBIX AUCMOPGUM. YJIYUIIUICA MBIIIEYHBIN TOHYC.
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Manpuuk craj 6ojiee aKTUBHBIM, HAUaJ YAEPKUBATH I'0JIO-
BY U CJIEIUTH 3a IpeamMeramMu. HopmasrnsoBaiuch moxkasa-
Tenu nepudepruUecKoi KPOBU, ITEUEHOUHBIX IIPO0, FeMOoCTa-
3a, mcuesya mporenHypusd. IIpumbaBka maccel Tena 3a 20
IHel mpebpiBaHUA B cranmoHape cocraBuia 1000 r. ITapes-
XMMATO3HbIE OPraHbl K MOMEHTY BBINIMCKKM COKPATUJINCH
He3HaunTeJIbHO. Ma/JIbUNK BBIIUCAH JOMOM B YOBJIETBOPU-
TEJIbHOM COCTOSTHUU.

B mocienymoiieM guarHo3 rajakTO3€MUU ITOATBEPIK-
IeH B MeJUKO-TeHEeTUYEeCKOM KOHCYJIbTaluu I'. M:KeBCK u
Menuko-reHeTUYECKOM HayUYHOM IleHTpe MOCKBEI, TZie IIPO-
BeJIeHBbI OMOXUMUYECKUI CKPUHUHT, UCCIeJOBAHNE aKTUB-
HOCTU (pepMmeHTa B spurporurax u [IHK-guarsmocruka.
3akJroueHue: mpoba Ha raJlakTo3y U JaKTO3y B MOUe II0JIO-
JKUTeJIbHA, aKTUBHOCTH rajakTo30-1-dochaTypuamuiarpanc-
depassr cocraBaser 1% ot HOpMBI. JlmarmHos: rajakTose-
mus, tui I. B rexe ramakToso-1-pocharypuguirpanchepa-
3bI OOHapy:keHa uactas myranus Q188R B reTeposurorHom
COCTOSTHUM.

Ha mepBom rogy :KusHu prusnudecKoe U ICUXOMOTOPHOE
pasBuTue pebeHKa COOTBETCTBOBAJIO Bo3pacTy. I'emaTociie-
HOMETaJINUs COXPaHAIACh 70 9 MecAIeB.

B Bospacrte 1 roma pebGeHKY HpPOBeIEHBI OOIEKJIMHMI-
YyecKUe U OMOXUMHYECKUE HCCIEJOBAHUA C ONpPeHesieHueM
YpOBHA O0mimpybuHa, TpaHCAaMUHA3, caXapa KDPOBU, IIPO-
TPOMOMHOBOTO MHEKCca. Bce TOKa3aTeIN COOTBETCTBOBAIN
HopMe. IIpu Y3U rosioBHOTO MO3Ta U OPTaHOB OPIOIITHOM IO~
JIOCTU UBMEHEHU He BBIABJIEHO. B HacToAIllee BpeMa Majib-
yuky 1,5 roza.

K coskasienuio, Bo BTOpOM ciiydae BCce CKJIAIBIBAJIOCH HE
Tak 0J1aroIoJIyYHO.

Buka C. moctynuia B megmaTpudyeckoe OTAeJIeHUe IS
HOBOPOXKJAEHHBIX U HefoHoIIeHHbIX neTeit PIIKDB B Bodpac-
Te 9 cyTok. IlepeBenena us Kambapckoii IIPB B cBA3u ¢ cox-
paHsonieiica runepouInpyonHeMuen.

HeBouka ot III GepemeHHOCTH, IPOTEKABIIIEl C aHEMU-
et I crenenu. Poxpr II cpounble, ObICTPHIE, B IIepeIHEM BU-
Ile 3aTBLIOYHOrO mpeaae:kanusa. OmneHka mo mkajge Aarap 7
— 8 6asnoB. JleBoOuKa poAMIacCh C XOPOIIUMYU aHTPOIIOMET-
pUUEeCKUMU ITOKasaTeJlsaMu. B pomax oTMeuasaoch 3aTpy-
HeHUe IPU BbIBeJeHUN IIJIEUNKOB U OTXOXKJeHIe MeKOHUS.
C mepBBIX CYTOK y pebeHKa IpOsSBIeHNA KaHANA03a Ha KO-
JKe U CJIUBUCTHIX 000JI0YKaX, OTeUHBIN CUHIPOM, CO 2-T0 TI0
5-1f IeHb — MOBHINIEHTEe TEMIIEPATYPHI TeJa 10 cyodeopuin-
HBEIX udp. C KOHITA 2-TO AHA JKU3HU OTMEYAIUCH JKEJITYIII-
HOCTH U CePOBATBHIN KOJOPUT KOXKHU. MaKCcuUMaJIbHBIN ypo-
BeHB 00Iero 6uianpyouHa Ha 3-U CYTKU 343 MKMOJIb/J, B
IMHAMUKE OTMEeUYaJoCh IOCTEIIeHHOe HapacTaHWe IPIMOI
dpakuu OMJINPyONHA U YPOBHS TPAaHCAMUHAS.

Haxanyne mepeBozia, B Bo3pacTe 8 CyTOK, YPOBEHB 00-
miero 6uaupyb6uHa coctaBua 272 MKMOJb/JI, IpAMoro — 50
mrMoab/i, ACT 139 ME/n, AJIT 86 ME/n. [Jluarsos npu
nepesBoge B PIIKB: ¢eTanbHbII remaTur.

CocTossHVE [OeBOYKM IIPU IOCTYIJIEHUH TAMKEJIO0e.
IIpusHaKy MHTOKCUKAIMU: BAJIAA, IIJIOXO COCET, KOXKHBIE
IIOKPOBBI UKTEPUYHEIE, C CEPO-3€JIEHBIM OTTEeHKOM. B mec-
TaxX TYHKIIUY Tepu@epuiecKux BeH — 9KXUMO3bI; IPOABIIE-
HUS KaHIN03a U IIyCTYyJIe3HbIe BLICBITAHUA B obacTu (pu-
3MOJIOTUUECKUX CKJIaJOK. MpIllleyHas TUIOTOHUA. ¥ Me-

PeHHOe B3nyTHe KUBOTa. 'eMopparndyecKuii CHHIPOM B BU-
Jle KPOBOTOUMBOCTH ITyIIOYHOM PAHKK M MECT IYHKIIUU IIe-
pudeprnyecKux BeH.

Ha ciegyromuii 1eHD B CBA3H C BEIPAYKEHHON runepou-
naupyouHemueii (573 MKMOJIb/JI) AeBOYKA IIepeBeeHa B pe-
anuMmanuonHoe otaesnenue PIIKDB, rae nmosryyana nHTEHCUB-
HYIO Tepamnuio B TeueHue 4 gHel, 3aTeM IPOJOJIKUIA Jiedue-
HUe B OTIEeJIeHUU HOBOPOXKIEHHBIX.

Ha ¢one dpororepanuu, 1e3MHTOKCUKAIIMOHHOM, 'eéMOC-
TATUYECKOU, KEeJIYerOHHON Tepaluu, KPaTKOBPEMEHHOT'O
mepeBoia Ha BCKapMJIMBAHUE IIOJIY3JI€MEHTHOM CMeChI0 MH-
TEHCUBHOCTD JKEJTYyXUW YMEHbIINJIAaCh, YPOBEHb 00IIero 6u-
IUpyOMHA CHUBUJICSA, HO OTMEUYAJIOCh HapacTaHWe MPAMOM
dpakuuu 6unupyousa. [[eBouka ocTaBagach BAJIOM, IEPUO-
IUYEeCKY CPhITMBaJIa, IJI0X0 mpubasisia maccy tesaa (100 r
3a 22 nus). Ha 8-it meHp npeObIBaHUsS B KJIUHUKE — OTCPO-
YeHHOe KPOBOTEUEeHNE N3 MecTa 3a60pa KpOBU, IOTPEOOBaB-
Iee IepeuBaHUs CBEXKe3aMOPOKEHHOU IiasMbl. IlapeH-
XWMATO3HBIE OPTaHBI JOJTOe BPEMs OCTABAINCH HOPMAJb-
HBIX PasMepoB, U TOJHKO B BodpacTte 20 nmeit mpaBasd m0Js
meveHu Ha 3 CM BBICTYIIajIa U3-TIOJ Kpas pedepHo JyTu.

IIpu npoBeseHMU 1a60PATOPHBIX UCCIETOBAHUN BBIAB-
JIEHBI TUIIePOUINPYyOnHEeMU A (B JUHAMUKE CHUKEHUE YPOB-
HA HEIPAMOro 6unupyouHa 10 88 MKMOJIL/JI 1 HapacTaHUe
npamMoit ppaknuu ouaupyousa no 70 MKMOJb/J), YMepeH-
HOe TIOBHIINIEHIe YPOBHSA TPaHCAMUHA3, CHHIPOM XO0JIECTa3a
U IPUBHAKY CHIUKEHUA CUHTETUUYECKON DYHKIINU IEeYEeHU:
CHU)XKeHUe YPOBHA (PuOpPUHOreHa, THIIOXOJIECTEPUHEMU,
TUNOJUNNAeMUs. BBIABIEHB U3MEHEHUA B IeMOKO0AryJo-
rpaMme: IPU3HAKY HAPYIIIEHUA CBEPTHIBAHUSA 10 BHYTPEH-
Hemy u BHemHeMmy nyTtu. Merogom III[P nmeBouka oGciemo-
BaHA Ha [IePUHATAJIBHO 3HAUNMbIEe NH(PEKIINN, IrelraTuTsl B
u C — aHTUreHbl BO3OyAMTEJIell He BbISABJIEHBI. B aHaause
moum nporenHypus go 0,172 r/i.

Tpuxk el npoBoauiaoch Y3 BHYTpEHHHX OPraHOB —
BBISIBJIEHBI Hpu3HAKU Au(G(HY3HOr0o M3MEHEHUs II0YeK, Ha
17-it neHb JIeueHUs — IMOBBIIIIEHNEe 9XOMeHHOCTH ITeUeHN.

IleBouKa OCMOTpeHAa OKYJINCTOM, 3aKJIIOUeHNe: aHT 1O~
maTusA COCYAOB CeTUATKU 000UX IJias, IOJ03peHne Ha orpa-
HUYEeHHOe IOMYTHeHNEe XPYCTaJInuKa MPaBoro riasa.

HuddepeHnaaIbHBINA JMaTHO3 IPOBOAUICA MeXK Y (e-
TAJBHBIM TeIaTUTOM, MYKOBUCITHU030M, BPOKIEHHBIM Ha-
pyIlIeHreM yTJIeBOLHOTO o0MeHa — rajaktosemueii. Kposb
u Moua pebeHKa ObLIM HallpPaBJEeHbI B TEHETUUECKYIO JTab0-
paTopuio IJiA IPOBEAEHUs OMOXMMHUUYECKOTO CKPUHUHTA,
TCX aMUHOKUCJIOT U yIJIEBOIOB.

Marts meBouKu He BepuJja B 00Je3Hb pebeHKa 1, Hec-
MOTDPs Ha HEOZHOKPATHBIE YOeIKIeHUsa Bpauell B He0OX0ou-
MOCTHU IIPOJOJIXKEHUA 00CTIeOBAHUA U JIEUEHUsI, HACTOAIA
Ha BeINUCKe. Pe0eHOK BBINIKCAH B Bo3pacTe 1 Mec ¢ Juarso-
30M: (heTaJabHBIN TeIaTUT HEYTOYHEHHOU sTHoJioruu, I cre-
IIeHU aKTUBHOCTHU, CHHIPOM XO0JiecTasa. BropuuHasa Koary-
sgonarud. IIpuobperennaa runorpodusa I crenenu.

CBeJleHVA U3 TeHEeTUUECKOU JIabopaTOPUU O BBICOKOM
COIEPIKAHUY CaXxapoB B MOoue pefeHKA IIOCTYIIMJIN B TOT MO-
MEHT, KOT[]Ja MaTh C J€BOYKOM HAXOQWUJINCH 34 IIpefesiaMu
pecmyoauKu.

IToBTOPpHO peGeHOK MOCTyHaeT B OTJeJeHUEe peaHumMa-
nuu PIIKB B Bo3pacTe 2,5 Mmec B KpaiiHe TAMKEJIOM COCTOS-
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HUWU, C IPUBHAKAMY OUINPYOMHOBO MHTOKCUKAI[UH, aCIIT-
TOM, TeMOPPaTruuYecKUM CUHAPOMOM (KPOBOTEUEHE U3 Pac-
IIVPEHHBIX BEeH IHINEBOJa), T'elaTOCIJIeHOMeTraauel, I'u-
norpodueii III crenenu.

ITpu npoBegeHNM 1a0OPATOPHBIX METONOB MCCJIENOBA-
HUA BBIABJIeHBI aneMud 11 cremenu, runepouanpyonHeMus
o 568 MxMmoJb/J1, Tpeobiafanre MPAMoU hpaKiuy OMIn-
pyOuHa, CUHAPOM LIUTOJU3a, TUIEPrINKeMUsi, YAJIUHEeHIe
nporpombuHoBOro Bpemenu, AUTB, TpomOGuHOBOTO Bpeme-
HU, IOBBIIIIEHNE YPOBH:A (puOPUHOreHa.

Hecmorpst Ha IpoBOAUMOE JieueHNe, COCTOSTHUE 1eBOY-
KU IPOT'PECCUBHO YXYIIATIOCh, HA 2-€ CYTKU IPeObIBAHUSA B
OTHeJIeHUY peaHWMAaIlUM IIPY HapacTalolleil IeYeHOYHOU
HEJOCTATOYHOCTY HACTYINUJIA CMEPTh. S3aKJIIOUUTEIbHBIN
KJIVHUYECKUI [UarH03: OCHOBHOI — BPOXK/IEHHBIH X0JecTa-
THYECKUU MellaTuT, OUINapHbId I[UPPO3 IeUeHN; KOHKYPU-
pyoIuii — BpOKAEeHHOE HapyIleHNe YIJIeBOJHOI0 oOMeHa
(ramaxkTo3eMusa?); OCJIOKHEHUA — IeYeHOUHA A HeJJ0OCTaTOU-
HOCTb, TelaTOJUEHAJbHBIA CUHAPOM, TeMOpParmuecKumit
CUHAPOM, OTEK TOJIOBHOTO MO3Ta.

ITaTosioroaHaTOMUUYECKUI JUATrHO3: OCHOBHOM — OMJIN-
apHBIN TUPPO3 IEUYEHU; OCTOKHEHUS — MOPTaIbHAA TUIED-
TeH3Us, CILIEHOMETaausd, acllUT, MBYCTOPOHHUIN TUAPOTO-

pakKc, reMopparuuyecKuil CUHIPOM, T'MIIOBOJIEMUYECKUI
IIOK; COIYTCTBYIOIUI — IeHepaJN30BaHHAS ITUTOMETAJIO-
BUPYCHAas NHGEKIUA (Ha OCHOBAaHUU OOHADPYKEHUS CIEeIIN-
(pruecKkUX KJIETOK). BEICKa3aHo IpeII0I0KeHTEe O TOM, UTO
OMIMapHBIA TUPPO3 CPOPMUPOBAJICA B PE3YJIbTATE IIUTOME-
raJIOBUPYCHOTO MOPAKEHU IIeUEHN.

HakanyHe nmpoBefeHUA MaTOJIOr0aHATOMUYECKON KOH-
(depeHIIY OBLI ITOJTyUYeH Pe3yabTaT OMOXUMUUYECKOTI'0 CKPH-
HUHTA — TECT Ha FaJIAKTO3y U JIAKTO3y B MOUE IIOJI0KUTEIb-
HbI#; npoba Benegukra — 0,75; TCX yriaeBomoB — IIOBBI-
LUIEHHBIN YPOBEHb IVIIOKO3bI UJIN I'aaKTO3bI.

B xoze giuTenbHOM AUCKYCCUH YIAJIOCh YOIUTH IaTo-
MOP(}OJIOroB, YTO IPUINHON OMINAPHOTO UPPO3a Y JaHHO-
ro peGeHKa SBUJIOCH BPOXKJeHHOE HapYIIeHNe YIIeBOJHOTO
o6MeHa — raJaKTo3eMUsd.

Ha ocHoBaHMM IIpe/iCTaBIEHHBIX KINHUYECKUX CIyda-
€B MOJKHO CJIeJIaTh BBIBOJ, YTO FAJIAKTO3€MUSA — JOCTATOUHO
CJIOKHOE JIJIA JUATHOCTUKY 3a00JieBaHue, KOTOPOE B OTCYT-
CTBHE CBOEBPEMEHHOU KODPPEKIINM, KaK IIPaBUJO, IIPUBO-
IUT K JeTAJILHOMY UCXOAy. BBeleH1Ie HeOHATAJIBLHOTO CKPU-
HUHTA TTO3BOJIUT CBOEBPEMEHHO IIePEBECTHU OOJBLHBIX HOBO-
POKIeHHBIX Ha 0e3JIaKTO3HOE BCKapMJINBaHME U U30eKaTh
TAMKENbIX mopaskenuii neuenu, [ITHC u rias.
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CAYUYAN KOHCTPUKTUBHOI'O IMEPUKAPAUTA V PEBEHKA
C XPOHUYECKUM HECIITELIMOUYECKUM 3ABOAEBAHUVEM AETKHUX

! ObAacTHAS AeTCKAasI KAMHUYeCKast OOALHUIIG, I'. YABIHOBCK;
2TOY AITO Poccutickasi MEAUTTUHCKAS aKaAEMUS TTOCAEAUTIAOMHOTO 0oOpa3oBanus DepeparbHOTO aTeHTCTBA
10 3APaBOOXPAHEHUIO U COIMAaALHOMY Pa3BUTHIO, MOCKBa

IlepukapaAuTBI — 9TO BOCIAJUTEJNbHBIE 3a00JI€BAHUS
mepuKap/a, 3aHNMAaroIe OCHOBHOE MECTO B CTPYKTYyPE 3a-
OosieBaHUIT TepuKapma. dacTtoTa MepUKApPAUTOB y OeTei
cocTaBysieT 0KoJio 1% 3abosieBaHUl cepAeuHO-COCYAUCTOMN
cucrteMsl [1]. B coorBeTcTBUM ¢ MOP(]OJIOrMUECKUMU OCO-
OEHHOCTSIMU BBIZEJAIOT CYyX0l mau (PUOPUHOBHBIN, d9KCCY-
IaTUBHBIN, afre3WBHBLIN 0e3 M CO cAaBJeHWEM CepAalia
(xoHCTPpUKTUBHBIN) nepukapaut [2]. IIpu cyxom mnau Gubd-
PUHO3HOM INEePUKAPIUTE BOCHAJIUTEJLHBIN IPOIlECC HAUU-
HAeTCs C BUCIEPAJBHOTO JHUCTKA B O0JIACTH OCHOBAHUSA
cepana. Ha sucTtkax mepukapma OTKJaabIBaeTca (huOpUH.
ITocrenerno 00beM (PUOPUHO3HBIX MACC YBEJIUUMBAETCH,
OHU IIJIOTHO CPAcTalOTCA C IMOAJIeKalllell TKaHbIo UJIu oopa-
3yloTca TAXKU («BojiocaToe cepAie»). BelmoTHON uiIu 9Ke-
CYZaTUBHBIN MIEPUKAPIUT XapaKTepuayeTcs 6oJiee pacipo-

CTPaHEHHBIM U MHTEHCUBHBIM BOBJIEUEHUEM JIMCTKOB IIePU-
Kapza, COIPOBOMKAAETCA HAKOILJIEHUEM OOJIBIIIOTO KOJImue-
crBa Kuakoctu [1]. CnaeuHsIi IpoIecc ABIAETCA Pe3yb-
TaTOM Pa3pyIIeHuA JUCTKOB lepukapaa. KpoBocHab:KeHIe
Hapy:KHOTO (IIapueTaJbHOTr0) JUCTKA IMePUKapAa IPOUCXO-
AUT 3 MHOT'OYMCJIEHHBIX MCTOYHUKOB, COEJUHAIOIIUX 3Ty
000JIOUKY TTIepuKap/a ¢ OpraHaMu IepeJHEero U 3aJHETO cpe-
IOCTeHUS, OPIOIITHOI MOJIOCTH, KOKHBIMU IIOKPOBAMU, UTO
obecmeunBaeT 3aHOC HGMEKIINY B IIePUKAPA Ipu 3a60seBa-
HUAX IPYTUX opraHos [1].

KoHCTpUKTUBHBIN WIM aATre3UBHBIN IEPUKAPAUT CO
cIaBJIeHUEM Cceplia y AeTei uale BOSHUKAaeT IpUu TyOepKy-
JIe3HOIi, BUPYCHO-0aKTepUaIbHON NHPEKIIUY U B GOJIBIITNH-
CTBe€ CJIy4YaeB ABJIAETCA NCXO0A0M 9KCCYAaTUBHOTI'O IIEPUKAP-
IUTa C OTJIOKeHUeM (UOPUHA U TMOCIEeIYIOIINM KaJIbI[MHO-



