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[Toueunas xananbueBas aucreHesus (I1IK/), cuHapoM NPUMHTHUBHBIX
MMOYEYHBIX KAHAJIBLIEB, NWCTEHE3UsI MPOKCUMAJbHBIX KAaHAJbLEB IOYKH = 3TO
penakas yeranpHas ~ QopMa  MOpaKEHWs  IOYEK, XapaKTepHU3yIOLIascs
HEJIOCTATOYHBIM KOJIMYECTBOM HIIA OTCYTCTBHEM IMPOKCHUMAaJbHBIX KaHAJbIICB.
OTO penkuil ciaydail TOJHOW aHypuM B TMEPUOJE HOBOPOXKIECHHOCTH [l].
Brnepsoie [1IK][ kak cemelinoe 3a00yieBaHUE C ayTOCOMHO-PEIECCUBHBIM THUIIOM
HacnenoBanust onmcan Allanson J.E. B 1983r. y. nByX MepTBOPOKICHHBIX
JIEBOYEK OT JIBYX O€pEMEHHOCTEN y HEKPOBHOPOICTBEHHOW Tapsl u3 Kuras [2].
Bcero B MupoBO#N JnurepaType omucaHo 48 cliydyaeB STOM aHOMAJUHU, B
OOJBIIMHCTBE CJIy4aeB acCOUMUPOBAHHOW <€ cuHapomoMm I[loTTepa (HU3KO
MOCAXKEHHBIE YU, INIOCKUHA HOC, AHOMAJIMU KOHEUYHOCTEH, TUIIOILIAa3Us KOCTEU
CBOJIa Yeperna) v JISTOYHOM rumoriasueit [3].

[IKJ[ MokeT OBITh Kak HACICACTBEHHOM, TaK U MPHOOPETEHHOM.
HacnencrBennass ¢opma siBnsieTcs .CeMEMHBIM 3a00J€BaHUEM C ayTOCOMHO-
PELIECCUBHBIM TUIIOM HACJEAOBAHUsL, ¢, TOMO3UTOTHBIMHU WJIA T€TEPO3UTOTHBIMU
MyTallMsIMU B T€HAaX, KOJHUPYIOLIMX PEHHUH, aHTHOTEH3WHOI'€H, aHTMOTEH3HH-
npeBparnarimi pepmMeHT wpenenrop k anruorensuny II [4]. [IpruoOpeTeHHbIC
dbopMbl MOTYT OBITH OOYCIIOBIIEHBI TPUEMOM MAaTEPhI0 BO BpeMs OEpEeMEHHOCTH
Pa3JIMUHBIX MEIMKAaMEHTO3HBIX MpenapaToB JUOO BHYTPUYTPOOHOUN TMIIOKCHUEH
(peto-peranbubIil cHEAPOM, akapaus) [3].

I'mcronormueckn = [IK/  xapakrepuszyeTcs  yMEHBIIEHUEM  WJIHU
OTCYTCTBUEM | MPOKCUMAIbHBIX  KAaHAIBIEB, HAJIMYUEM  MPUMUTHUBHBIX
KAHAJIbLIEB; TOBBIILIEHO KOJWYECTBO HOPMaJIbHO AU((dEepeHIUPOBAHHBIX, TECHO
pacroyoKeHHBIX KIy00o4yKoB, MU(PGY3HBIM YTONIIEHUEM CTEHOK apTepHofl, a
TaKKe BBIPAKCHHBIM MHTEPCTUIHAIBHBIM HehputoMm u Gudposom [1,3]. [pu
okpacke npemapatoB peaktuBoM [lludda B G0IBIIMHCTBE CIIy4aeB OTCYTCTBYET
HIETOYHAasT KaeMKa KaHaJblIeBOro Anurenus. VMMYyHOTHCTOXMMHUYECKOE
OTIpe/ie]ICHUEe JMUTENUATbHOTO MeMmOpaHHOro aHTureHa (OMA), KOTOpHIi
CCJICKTUBHO CBS3BIBACTCS C JUCTAJbHBIMH KaHaJbI[aMd U COOHMpATEIHHBIMU
TpyOOUKaMu, JEMOHCTPUPYET MOTHOE OTCYTCTBHUE WJIM 3HAUUTEILHOE CHIKCHHE
KOJIMYECTBA TMPOKCUMAIBHBIX W TMpeodsiajlaHue B TKAHU TMOYEK JIUCTATBHBIX
KaHaJbIEB [5].

[IpenatanbHas auarHoctuka [IK][ kpaiine 3aTpyaHuTenbHa, 0OCOOEHHO B
cily4ae TPUOOpPETEHHBIX (POPM UM OTCYTCTBUS CEMEMHOrO0 aHamHe3a Mpu
poxaeHun rnepBoro pebdenka. [Iporno3 IIK]] kpaitHe HeOnaronpusTHBINA, B
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aOCOJIOTHOM OOJIBIIMHCTBE CIydyaeB 3a00JIEBaHHUE SIBJISETCS JIETATIbHBIM B
HEOHATAJILHOM Iepuojie, a B 15% ciyyaeB cMepTh HACTyHaeT BHYTPUYTPOOHO.
JleyeHne cUMNTOMATHYECKOE C MOJJIEp’KaHUEM BOJHOIO OanaHca W MUTaHUS,
XPOHUYECKUW TUAIIN3.

[IpencraBimgeM KIMHUYECKUH Ciydad nauveHta ¢ BpoxaeHHou XIIH
BCJICJICTBUE AUCTCHE3UH MPOKCUMAIIbHBIX KaHAJIBIIEB MOYKH.

Manbuuk C., poauscs ot 1-it 0epeMeHHOCTH 1-X pO/IOB B CPOKE TeCTaliu
36-37 Henmenb MyTEeM KecapeBa CEUYECHUS IO MOKa3aHUSIM CO CTOPOHBI MaTepH
(mraymmuue cuMmpusnonatun). Mate pedenka B I-1l TpumecTpax HEogHOKpPATHO
JICYMJIACh TI0 TOBOJY OCTPBIX PECHUPATOPHBIX M YPOTCHUTATBHBIX WHQEKITHI,
Kpome Toro, ¢ 29-ii Heaelnu OEpeMEHHOCTH MEPUOINYECKH OecrokomiIu 00/ B
0o0JaCTH JIOHHOTO COuIeHeHUs (CUM(U3HUT), 1O TOBOJY KOTOPHIX OHa
KpPaTKOCPOYHO IIPMHHMMAja HUMECYJIWJ B TepaneBThuueckon nosze. B 1II
TPUMECTPE  Hayajdd  pPETUCTPUPOBATH  MAJOBOAUE M. XPOHUYECKYIO
BHYTPUMATOYHYIO TUIIOKCHIO ILTIOAA.

Macca tena pedenka npu poxkaenuu 2880 rp., wnHa — 351 cm. Onenka mo
mkane Anrap 6/7 OamnoB. Yepe3 Tpu yaca MocCHe. pOXKIACHHS, YUYUTHIBAS
HapacTaHHUe JbIXaTeJIbHONW HEJIOCTaTOYHOCTH, peOeHOK ObuT nepeBeneH Ha IBJL.
BoicoymuBancs BbIpaXEHHBIM CHCTOJMYECKMI| MIyM Haja Bced 00JacThiO
cepAala, OJHAKO BBINOJHEHHOE YJIBTPAa3BYKOBOE MCCIENOBAaHUE CepaLa
MTO3BOJIMJIO HCKJIIOYWTH JUArfHo3 IOpOKa, cepAna. B TedeHne mnocneayrommx
JIByX CYTOK COCTOsIHME peOeHKa/ yxyamanoch. Jluype3 oOTCyTCTBOBAI,
MOSIBWJIMChH OTEKHU, NMprUbaBKa B Macce Tena + 265 rp. B o0uiem aHanuze KpoBu
OTMEUaJICS JICHKOIMTO3 CO cIBUTOM (opmynbel BieBo, yckopenue COD; B
o0IeM aHaM3e MOYU — MpoTeunypust 9,456 r/n, nedkouutypusi, OakTepuypus.
B OmoxuMuueckoM aHaiu3e KPOBH IMOBBIIICHUE YPOBHS KpeaTuHuHa g0 210-
360 wmkmosb/n, moueBUHBL a0 21,5 Mmonb/n. Co CTOPOHBI KHCIOTHO-
OCHOBHOT'O COCTOSIHMSI — KOMIICHCUPOBAHHBIN MEeTa0OINUYECKUN aIu03.

YyuthiBas THXKECTh COCTOSIHUS, OOYCIIOBIEHHYIO HMHTOKCHKAIIUEH,
BBIPOKCHHOW FHTIeprufipatanueii Ha (oHe OCTPOil MOYECYHONW HEJOCTATOYHOCTU
(OIIH) wu .HapacTanue MOJMOPraHHONW HEAOCTAaTOUYHOCTH B TPEXJIHEBHOM
BO3pacTe; PEeOCHKY 1O  OKCTPEHHBIM  TOKAa3aHUSIM  UMIUIAHTHUPOBAH
NEePUTOHEANBHBIN  KaTeTep M  HA4YaTo MPOBEACHHE  aBTOMATHYECKOTO
neputoreansHoro guanuza (AIlJ]). C nsgTtoro [HS JKU3HU, YYUTHIBas
Hed(D(PEKTUBHYIO  yInbTpadUIbTPALMIO HA MNEPUTOHEATLHOM JIMAJu3€ CO
3HAUYUTENbHBIM YBEJIMYEHUEM MAacChl T€Jla U OTEYHOrO CHUHJPOMA, HapacTaHUE
HECTAOWJIBHOCTH TE€MOJMHAMUKH, JT00ABICHO TPOBEJIECHUE CEaHCOB BEHO-
BeHO3HOH remoduibrparmu (CVVH).

B xome xomrmuiekcHoro oo6cnenoBaHusi peOeHKa OBUTM  HCKIIOUCHBI
HapylIeHUE KpPOBOTOKA B TIOYEYHBIX COCyAaX, MATOJIOTHUSI CO CTOPOHBI
MOYEBBIBOIANMX MyTed. J[ns mopdonornyeckoit BepuduKanuu TuUar€o3a B
Bo3pacte 11 gHel mox ynabTpa3BYKOBBIM KOHTPOJIEM MPOU3BEIECHA YPECKOKHAS
MyHKIIUOHHAsT He(YPOOHUOTICHS HMYKHETO TOJTFOCA TIPABOM MOYKH.
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[Ipu cBeToBOM MUKpOCKONHNH B HE(hpoOUONTATE BBHIABICHO 28 KIIyOOUKOB
deranpHOrO0 THMA, BCE KIYOOYKM MAJOKPOBHBI, CO  3HAYUTEIHHBIM
pacumpennem karcynbl Lllymnsinckoro-boymana ¢ HakorieHHEM B €€ POCBETE
Oonpioro  KonuuyectBa  yiabTpaduibTpata.  OTMEUanMch  3HAYUTEIbHbBIC
U3MEHEHUS] KaHaIbIEeB U MHTEpCTULIM. KaHabLIeBbI AMUTENUU C SBJICHUSIMHU
THATMHOBO-KAMEIIbHOH W THIPONMHMYECKOW TUCTPOPHUH, HEKPO3 OTIACITHHBIX
AMUTETUOLUTOB, MPOCBET KAHAIBIIEB PACIIUPEH, 3allOJIHEH 303WHO(PUIBHBIM
CONICP)KUMBIM, HMEIOTCS CAWHWYHBIE KaHAIBIEBBIC KHCTH. B cTpome
HAOI0JaeTCsl OTEK M MHEN03, MPEUMYIIECTBEHHO MO3TOBOTO CIIOS, /4 TaKkKe
BBIDOKECHHAs] OYaroBas KPYIJOKJIETOYHAsS WHOUIBTpANHUS C MPHMECHIO
0O0JIBIIIOTO KOJINYECTBA Y03MHO(PUIBHBIX JTEUKOLUTOB.

Jst nudpepeHnmann UMEroNIXcsl B MpenapaTe KaHaabIeB BbIITOTHEHO
ummyHorucroxumuueckoe  (MI'X)  wuccmenoBanme  HedpoOmonTata ¢
MOHOKJIOHAJFHBIMU aHTUTEJIAMHU K JIMUTEIUATLHOMY MEMOPaHHOMY aHTUTEHY
(DakoCytomation, [laHus), KOTOpbIi B HOPME . MapKUpPyeT TUCTaJIbHbIC
KaHAIIbLIbI U coOuparenbHbie TpyOouku. B pesyiasrate MI'X ucciemoBanus
OBLJIO BBISIBJICHO MO3UTUBHOE OKpAIllMBaHUE MPAKTUYSCKH BCEX HMMEIOIIMXCS B
npernapare KaHaJibIeB, YTO TMO3BOJWIO OTHECTM HX K COOHMpareIbHBIM
TpyOOYKaM WJIH AUCTAIBHBIM KaHAJIBIIAaM, B TO:BPEMsI KaK HEOKPAIIICHHBIMH, T.€.
MPOKCUMAJIBHBIMK, OBUIM JIUIIL CAMHUYHABIC KaHAIBIBL. Takum o0pa3om,
MPAKTUIECKU TIOJTHOE OTCYTCTBHE B TKAHM ITOYKK MPOKCHUMAIIBHBIX KAaHAJIBIICB B
COUCTAaHWHW C HApYIICHUEM OTTOKa» MOYM U Pa3BUTHEM IMOYCHHOU
HEJOCTATOYHOCTH TO3BOJIMIIO BBICTABHTH JWATHO3 PEKON BPOXKICHHOM MATOIOTUU
JCTCHE3WH TPOKCHMAIBHBIX (KaHANBIIEB. YYHTBHIBas OTCYTCTBHE CITydacB
BPOXKJICHHOM TMOYE€YHON HETOCTATOUHOCTH B CEMbE, a TAKXKE HAJIMYUE Y MaTepH
COIYTCTBYIOIIEH MATOJIOTHHU BO BpeMsi OEPEMEHHOCTH U MPHUEM €€ JICKAPCTBEHHBIX
npenaparoB (HarmpumMep, HUMecyiua), B naHHom ciydae JIIK Beposithelt Bcero
CIIEAyeT OTHECTH K IMPHOOPETECHHOM (hopMe.

B TedyeHue ABYX MecslleB MalbuMKy MOpoBOAWIOCH JieueHue AlIJl, duro
NPYBENIO K CTAOWIU3AIMU M YIYUIIEHUIO €0 COCTOSIHUS M TIO3BOJIMJIO BBITHCATH
pedenka gomou. B centsiope 2010 roma B Bo3pacte 2,5 roga y Majbuuka
COXpaHSIETCs CTOMKAst aHypHsl, 9TO TpeOyeT MPOBEICHHUS 3aMECTUTEIBHON TTOUEUHON
Teparum,, (ABTOMATHUECKOTO TIEPUTOHEATIBbHOTO uaimn3a). OmHaKo TMPOBOIMMOE
JIeICHNE HE TOJHKO COXPAHSET JKM3Hb MAlMeHTa, HO U TIO3BOJISIET PEOCHKY PacTu U
Pa3BUBATHCS HApPABHE CO CBEPCTHUKAMH.

3akaovyenue. JlaHHOE KIMHMYECKOE HAOMIOJEHUE YyKa3bIBaeT Ha
BO3MOXKHOCTh Hauyajla IPOBEACHUs 3aMECTUTEIBbHOW II0YEYHOM TEpaluu y
pebeHKa B BO3pacTe TPEX JHEH, YTO MO3BOJIMIIO COXPAHUTH KU3Hb MAJICHHKOMY
MalMeHTy, OOECHeYUTh POCT MW pPa3BUTHC TMPU HAIMYMAU TsDKEICHIIeH
BPOXKJICHHON TATOJIOTHH. TakTuka BeJeHUST OepEeMEHHBIX >KCHIIWH, OCOOEHHO
npyu HAMYUKM y Oyaymieil MaMbl COMAaTHYECKOW TMaToJOTHH, TpeOyeT
MPUCTAIHPHOTO BHUMAHMS K HA3HAYCHUIO JIFOOBIX JIEKAPCTBEHHBIX MPENapaToB C
y4eTOM UX BO3MOXKHOTO TepaToreHHOTo A dexTa.
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YACTOTA U MOP®OJTIOM'MYECKME OCOBEHHOCTH
MENAHOM NO JAHHbIM AYTONCUNHOIO U BUONCUUNHOIO
MATEPUATIA

CepxaHuHa B.H., bparnna 3.H., NMonskosa C.M., Bontewyk O.A.

YO «benopycckuii 'ocy1apcTBEHHbIN MEIULIMHCKU YHUBEPCUTET,
MuHnck, benapych

MenanoMa OTHOCHTCS K UYpE3BbIYANTHO 3JI0KAYECTBEHHBIM OITYXOJISIM U
coctaBiisieT 1 = 4% B 001Iel CTPYKTYpe 370KaUe€CTBEHHBIX HOBOOOPA30BaHUI U
okosio 13% B CIpyKType OHKOJOTMUECKUX 3a00jieBaHUN KOXku. B mocienHue
roJibl OTMEYACTCsl HEYKJIOHHBIM poCT 3aboJjieBaeMOCTH 3TOM omyxoJiblo. [lo
nanHeiM BO3, exeronHo Bo BceM Mupe perucrpupyercs okono 48000 cmepreit
oT. MesmaHombl. Kaxnpii rong B mupe 7 dyenoBek u3 100000 3abosieBarot
menanomord, a 30 — 40% OonbHbix ymupaer. K nHauany neuenus y 75%
MAllMeHTOB YK€ HMEET MECTO PEruOHapHO PACHPOCTPAHEHHBIM MpoIlecC.
[IaTuneTHsis BbDKHBaEMOCTh OONBHBIX He mpeBbimaetT 50%. B bemapycu
©XKEeTroJHOE KOJIMYECTBO CcliydyaeB 3a00JieBaHUSI 3a TIOCJIEIHUE JIEeCATh JIET
yBenuumiiocs B 1,4 pasza: ¢ 386 B 1996 rony no 534 na 100000 Hacenenust B
2005 roxy (195 myxunn u 339 xenuun). B 2005 rogy oT MenaHOMBI yMEpPIIO
211 GompubIX (91 myxkuwHa u 120 xenmmH). CMepTHOCTH cocTaBuia 2,21 Ha
100000 nacenenus. Cpeauuii Bo3pacT 60ibHBIX — 56,7 set. Ha koner 2005 rona
Ha y4eTe cocTosuio 3679 OONMbHBIX.
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