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npotennypusi — B 5 (5,5 %) ciydasx; nocTuH(eKnoHHas HeponaTusi, UH(PEKIUN MOYEBbIX
nyTell B COYETAaHWHU C BYJHBUTAMH/BYJIHBOBAIMHUTAMHU, KUCTA TIOYKH, HEHpPOTCHHBIE IHC-
(YHKIHUE MOYEBOTO ITy3bIPsi, XPOHUUECKHE HMUCTHTH — 10 2 (2,2 %) ciiy4as; MOJIUKUCTO3
noYeK u aucMeradonmyeckas Heppomarus — o 1 (1,1 %) ciryyaro.

Boieoon

1. XpoHnyeckuil BTOPUYHBIN NMHETOHEPPUT HA (OHE BPOXKACHHBIX aHOMAJIUN Pa3BUTHS
MOYEBOW CHCTEMBbl HanboJIee YacTo BCTpedaeTcs y JeBodyek 7—17 yeT u 3aHuMaer 1 mecro B
CTPYKType 3a00JIeBaHII MOYEBBICIUTEIBHON crcTeMbl. Ha 101150 TOPOKOB pa3BUTHS MOYe-
BBIJICJIUTENILHOM CUCTEMBI puxoautcs 26,2 %.

2. Undexunn Mo4eBbIX MyTeH JUAUPYIOT y AeBouyek OT 2 10 6 net (45,7 %), uTo MoxkeT
OBITH CBA3aHO C HEI000CIEI0BAaHUEM JAHHOW KaTErOpUH MalMEHTOB.

3. Undexuu MoyeBbIX MyTel B COYETAHUU C BYJIbBUTAMH/BYJIbBOBarMHUTAMU HanOojee
4acTO TUArHOCTUPOBAHBI Y JIEBOUYEK 2-U IPYyMNIIbl 10 cpaBHEHMIO ¢ 1-if u 3-i1 (5,2; 2,2 u 2,5 %
COOTBETCTBEHHO, YTO, BEPOSITHO, CBS3aHO C HEIOCTATOYHBIMH HABBIKAMH JIMYHON TUTUCHBI.
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KJIVHUYECKHN CTYUYAR TPOMBO3A MTONMMEPEYHOI'O U CUTMOBHJIHOI'O
CHUHYCOB CITPABA U APEMHOM BEHBI CIIPABA Y PEGEHKA
C HECIIEIIU®OUYECKHUM A3BEHHbBIM KOJINUTOM

Comnuxkoea B. B., Bonuex B. C.
Hayunbllii pykoBoauTe/ib: accucteHT JI. A. XmobLiko

Yupexaenue o0pazoBaHust
«I'omMeJIbCKHIi TOCYyIapCTBEHHbIH YHMBEPCUTET»
r. Fomenn, Pecnyoiimka benapych

Beeoenue

HapymeHnust BEHO3HOro KpoBOOOpaIlleHHsI B TOJIOBHOM MO3I€ OCTalOTCA COCTOSHUSIMU,
BBLI3LIBAIOIIMMH TPYAHOCTH MPU JAMArHOCTUKE B CHJIY CBOEH Malioil paclpOCTPaHEHHOCTH U
OTCYTCTBHEM XapaKTePHON CUMNTOMATHKH [1], UTO JIeNaeT HACTOSIIYI0 TEMY HUCKIIOUYUTEb-
HO aKTyaJIbHOM CO CTOPOHBI Bpauell MHOTUX CIEIUaIbHOCTEeH (HeBpoOsora, aHeCTe3uoJora-
peannmarosora, JIOP-Bpaua, Bpada-odranpmorora u ap.).

Henw

OnmcaTe KIMHWYECKUH CIydail MafeHTa ¢ Hecnenu(pUYecKrM S3BEHHBIM KOJIHTOM
(HAK) (mpoKTOCUrMOMANT) U TPOMOO30M TOIMEPEUHOTO U CAaruTTalIbHOTO CHHYCOB CIIpaBa,
TPOMOO30M BHYTPEHHEH SIPEMHOMN BEHBI CIIPaBa, KaK COITy TCTBYIOIIEH MATOJIOTHH.

[IpoBecTr aHanM3 KIMHUYECKUX TMPOSIBICHUN, TUATHOCTHUECKUX METOJIOB, JICUCHHS U
MCX0J1a OCHOBHOT'O U COITYyTCTBYIOIIUX 3a00JI€BaHUH MMaLMEHTA.
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Mamepuan u memoowl ucciedo8anusn

PerpocrnexkTuBHO TpoBeAeH aHanu3 uctopuu Oonesnu nanueHTa ¢ HAK u comytcrByto-
MM CHHYC-TPOMOO30M U TPOMOO30M SIpEMHOM BEHBI CIIpaBa.

Pes3ynomamul uccnedosanus u ux oocyrycoenue

Pebenok N. sxcrpeHHo moctynui B neauarpuueckoe otaenenue Ne 4 I'omenbckoi 00-
JacTHOM JeTcKol kinnHu4yeckoi 6onpHuULb! (nen. ota. Ne 4 TOJAKB) no noBoagy oboctpenus
OCHOBHOTO 3a0o0jieBaHus (SI3BeHHBINH KOIUT (IPOKTOCUTMOUANT), HEMPEPHIBHO PELIUIUBUDPY-
IolIee TeUYeHHe, rOpMOH3aBUcuMas (popMa, yMepeHHast CTeTeHb aKTUBHOCTHU 110 MHJICKCY Tie-
JIMAaTPUUYECKON aKTMBHOCTH) M3 aHaMHE3a M3BECTHO, YTO OCHOBHOE 3a00JieBaHNE HAYAIOCh B
2016 r. (cocrout Ha «/|» yuere mo ocHOBHOMY 3aboseBanuto. [lomyyaer 6a3ucHyro Tepanuio
(mecakon 2,4/cytku, azatuonpukc 0,5/cyTtku). Ilpu nocrymieHun xano0bl Ha FOJTOBOKpPYIKE-
HUE, TOJIOBHYIO 00J1b, 00IIyI0 ¢l1ab0CTh, MHOTJA PBOTA, cyodedpunutet (10 37,7 °C), yua-
nieHHbIM cTyn 10 10 pa3 B 1€Hb C IPUMECHIO KPOBU U CIIM3U. B CBA3M C HaciouBLIEHCs BU-
pycHOM HHEKIHUEH, TPUEM a3aTHOIIPUKCA ObLIT ITPEKPaIICH.

HacnencTBenHsplil aHaMHe3: y MaTepyu — OHKOJIOTHUS U TpoM0o03. VI3 nmepeHeceHHbIX 3a-
6oneBanuii — OPBU, Betpsinas ocna. [Ipu ocMoTpe y maruenTa: o01iee COCTOSHUE TKEI0e
3a CYEeT OCHOBHOTO 3200JIeBaHMs, CO3HAHUE SICHOE, ICUXUYECKOE pa3BUTHE — acTeHu3anus. B
oKpy»xatouiei oocranoBke opueHTupoBad. Al 110/70 Mm pT. CT., 4aCTOTa CEpIAECUHBIX CO-
kpamennii (UCC) — 110-112 yn/mMuH (pUTMHYHBIN, Y/IOBIECTBOPUTEIBHOTO HAMOJIHEHUS U
HanpsbkeHust). Temmneparypa tena — 36,4 °C. UMT — 24 Kr/m° (B HOpMeE). DU3MYECKOE pas3-
BUTHE cpeHee, rapMoHnYHoe. COCTOSTHUE MOAKOKHOTO KUPOBOTO €0 — HOPMAJIbHOE IH-
tanue. Ko>kHble MOKPOBBI U BUIUMBIE CIU3UCTHIE 0€3 M3MEHEHNH, 01e1HO-po3oBbie. JIuMdo-
y37bl HE YBEJIMYEHBI, 3JIaCTHUHbIE, Oe300s1e3HeHHbIe. KOCTHO-MBIIIEYHAsI M CyCTaBHAsl CUCTE-
MBI BHEITHEe He u3MeHeHbl. OTekoB HeT. ' pynHas kietka HopMmainbHOU (popmbl. Obe monoBu-
Hbl TPYJHOM KJIETKH pPaBHOMEPHO y4aCTBYIOT B akTe jabixaHusd. Yactora apixanuil (Y1) —
18 B munyTy. Onpiku HeT. [lepkyTopHO 3BYK JI€TOYHBIN. AYCKYJIbTaTUBHO JIbIXaHUE BE3U-
KyJISIpHOE, XpUMOB HEeT. TOHBI cep/la pUTMUYHBIE, MPUTITYILIEHbI. ['paHUIbl OTHOCUTEIBHOU
TYHOCTH cepAlla He pacuiupeHbl. CHCTOIMYECKUN IIyM Ha BEpXyIIKe W B Touke boTkuHa-
Opba. AnmeTuT B HOpMe. SI3bIK BIayKHBIM, OJeAHBIA. 3€B HE THIEPEMHpPOBaH. PBOTHI HET.
’KuBOT 0OBIUHBIX pa3MepoB, NMpaBUiIbHONH Gopmbl, He B3AYT. [Ipu manenanuu Msarkui, 6e360-
ne3HeHHbId. [lepuctanpTuka KumeyHrWKa ecTh. [lepuToOHeanbHbIE CUMITOMBI, KOXKHBIN 3Y]T
OTCYTCTBYIOT. IleueHp, skemuHbIi My3bIpb, MMOYKH, CEIE3€HKAa M MOJDKEIyA0YHAs kKeje3a He
nanbnupyerca. CUMITOM NOKOJAYMBAHUS OTPULIATENbHBIN ¢ 00eux ctopoH. Hapy:kHble mo-
JIOBbIE OpraHbl Pa3sBUTHI NpaBHIbHO. Mouencnyckanue cBoboaHoe, 6e30ome3nenHoe. Cryin
nociabsronuit 10 10 pa3 B cyTku (0pOpMIICHHBIH, ¢ IPUMECHIO KPOBU U ciu3m). Jlokaib-
HBII CTaTyC: CTPUU HA KUBOTE, MEHUHT€AJIbHBIE IPU3HAKH OTCYTCTBYIOT.

B xome o6cneioBanus ObUT JHArHOCTHPOBAH aHeMuueckuil cuaapom: mo OAK — Hb —
96 r/m, Er — 3,1><1012/J'I, LIIT— 0,66, Ht — 0,2, aHW301KMTO3, MONKHUIONNUTO3, YMEPEHHO BBI-
pakeHHasi TUIOXPOMUS SPUTPOLUTOB; KIMHUYECKH — oOmiasi ciabocTh, TOJIOBOKPYXKEHHE,
Taxukapaus, cHwkeHne AJl; mo OMOXMMHYECKOMY aHAM3y — CHW)KEHHE ChIBOPOTOYHOI'O
xenesa (3,28). B cBsi3u ¢ uem ObUT OPraHU30BaH KOHCHIMYM, HA KOTOPOM C 3aMECTUTEIIbHON
LEJILI0 PUHATO PELIEHUE O MEePETUBAHUM TPUK Al OTMBITBIX SPUTPOLIUTOB.

B cBs3u ¢ MOCTOSHHBIMU T'OJIOBHBIMU OOJIIMU TMAIlMEHTa Ha3HA4eHO O0CIIe0BaHUE IO
nporpamme «I['osoBHas 60JIBY»: KOHCYbTaIUs HeBpoJiora (p-Ho: R-rpadus LIOIT + dynkin-
OHaJIbHBIC MPOOBI (OrpaHMUYEHHBIN OocTeoxoHApo3); JIOP-Bpaua (P-no: R-rpamma ITITH —
MHEBMOTH3AIlMs Ma3yX yJIOBJIETBOPHUTENbHAs); odTagbmorora (rjaa3Hoe THO — HavyalbHbIE
spienns 3actost JI3H. P-Ho: moBTOpHBIM ocMoTp HeBposoroM (P-Ho: KT romoBHoro mosra),
MPT ronoBHOTO MO3ra).

KT romoBHOro mMo3ra: oTMe4aeTcsi TMIEpACHCUBHOCTh BHYTPEHHEH SIpEMHOMN BEHBI CIIpa-
Ba (MHTPaKpaHUATHHON YaCTH M DKCTPAKPAHUATHHON HA YPOBHE CKAHUPOBAHHSI CUTMOBHUIHO-
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ro U MONEPEYHOr0 CHHYCOB CIIpaBa, BEPXHETO CaruTTalbHOrO cuHyca). [lonepeunslii cunyc
HEOJHOPOJICH C TUIOJCHCUBHBIMU JIMHEWHBIMU BKJIIOYCHUSMU. YaCTUYHO 3amMOTHEHBI KUI-
KOCTBIO STYEWKHU COCLIEBUIHOIO OTPOCTKA MPABOW BUCOYHOM KOCTH, OTMEYAETCA HEYETKOCTh
KOPTUKAJIbHOM MJIACTUHBI COCIIEBUIHOTO OTPOCTKA HA YPOBHE KOCTHOT'O JIOKa CUTMOBUIHOTO
cunyca. 3akmoyenne: Kr-kapTuHa Oobliie B MOJB3y MPAaBOCTOPOHHETO MACTOMIUTA C OTO-
TeHHBIM CHHYCTPOMOO30M (CUTMOBUIHBIN, MONEPEUYHBI CHHYCHI clpaBa). TpoMOo30M mpa-
BOW BHYTpeHHEHN speMHoM BeHbl. Pex-Ho: MPT ronoBHoro mo3sra.

MPT rosioBHOro mMo3ra: yTOJIIIEHUE JIYKOBULBI SPEMHON BEHbI U CUTMOBHUIHOI'O CHHYCA.
B mpocBeTe nonepeyHoro ¥ CUrMOBHJIHOIO CUHYCOB M BEPXHErO MapacaruTTaIbHOIO CUHYCA
OTIpeNIeNIIeTCsl yUYacTOK JTMHEWHOM Gopmbl n3onHTeHCHBHOTO Ha T2 BU moBeimennoro xna T1
BU. Ilocne BBeneHMsI KOHTPACTHOTO BEIIECTBA OINPEAEINISETCS MPUCTEHOYHOE KOHTPACTUPO-
BaHHE C OTCYTCTBHEM €ro B mpocBere cuHycoB. Ha 6eckonTpactHeix MP-diieborpammax oT-
CYTCTBYIOT CUTHAJIbI, OTCYTCTBYeT MP-curHan or CUrMOBUIAHOIO M IMOIEPEYHOIO CHHYCOB.
Kucra nmpo3padHoil neperopoaku Kak BapuaHT pa3BuThs. IIMINKOBHIHAS Xkele3a ¢ KUCTO3-
HbIMHU BKJIFOUCHHUSIMU. CHMKEHA THEBMOTHU3AIUs B NTMPaMUJE BUCOYHON KOCTHU, STYEHKH COC-
LEBUIHOTO OTPOCTKA 3amoyHeHbl. 3akitoyeHue: MP-kaptuHa Oousblie B MOJB3Y TpoMOO3a
CUIMOBUHOTO, IONEPEYHOr0 CHHYCOB CIIpaBa, BHYTPEHHEW sSpeMHON BeHbl cupasa. llpu
HAJIUYUH KIMHUYECKUX TaHHBIX MP-KapTHHA MOXKET COOTBETCTBOBATH MACTOMIUTY CIIPaBa.

Cornacno 3axnrouenuto KT u MPT, skcTpeHHO Oblil OpraHi30BaH KOHCUIUYM, T/1€ OBbLIO
Ha3HAa4YeHO JICUEHUE U KOHCYJIbTalus Helipoxupypra (Iuartnos: TpoM003 CUrMOBUIHOTO U T1O-
IIEPEYHOr0 CUHYCOB CIpaBa, TpoMO03 BHYTPEHHEW SIPEMHOM BEHBI cripaBa. OnepaTUBHOE Jie-
YeHHE B HACTOSIIMN MOMEHT He moka3aHo. PekomengoBano: mauut 200 mi B/B 3 1Hs).

[TanueHT nepeBeeH B OTJEIECHUE aHECTE3UOJIOT Y, PeaHUMallul U UHTEHCUBHOM Tepa-
UM, OTKyJa uepe3 5 1Hel nepeBesieH 00paTHO B neauaTpuyeckoe otaeneHue Ned o Hacros-
HUIO POJUTEIICH.

Crnenys yka3zaHusIM HeHpoxupypra cHOBa ObUI OpraHM30BaH KOHCUJIMYM, HA OCHOBaHHUH
KOTOPOTO Ha3HA4eHO JieueHue (mupobakram 2/250 x 4 paza/cCyTku, KJIEKCaH IO cXeme, Oa3uc-
Hasi Tepanus OCHOBHOTo 3abosneBanus, WIIII, MmeTpoHH1a307, Karuii B HOC, acliapkam, THIIPO-
XJIOpTHA3KT) U JoooOcienoBanue (koarymorpamma + J[-gumepst, AT3, nmporenn C, BA, antu
H, ©®7, ®9, I1IIP na renernueckuii macnopt, MDA nHa remouncrenn + AOC AT + Buramun
Bi12 xorTpons MPT u rnaznoro qHa qepes 5 qHeid).

Koarynorpamma + JI-mumepsr: AUTB — 43 c.; IITU — 0,96 ¢; MHO — 1,03; ¢pubpu-
HoreH — 4,47 r/n; [1-numepsr — 446.

buoxumuueckuii ananu3 KpoBu: o0muid 6enok — 61,9 r/m; moueBuHa — 3,6 MMOIIB/T;
kpeatnHuH — 68 Mxmous/i;, JITTHIT — 2,54; JITIBIT — 1,76; k03¢ GUITHEHT aTepOreHHOCTH —
1,7; tpurmuniepuist — 0,94; ans0ymunasl — 29%; obuuii ommupyoun — 6,3; ACT — 22.5;
AJIT — 13,9; xxene3o — 1,7; depputun — 49,4.

Burtamun By 140,7 (N-25,1-165).

OAM: c¢/x, kucnas, mpo3payHasi, ya1. Bec — 1018, Gesok u rimroko3a oTpuIaTeabHbl, 1 —
1-3, oxcanatsl +.

HHK: 67 en.

ITIIP Ha renernueckuii macnopt: BbIsSBIEHBI (AKTOPHI pPUCKAa B CIEAYIOUIMX MO3ULIUIX:
daxrop Xl (F13) pudpunaza [G103T], dakrop | (F1) dudbpunoren [G455A], unrerpun anbga-
2 (ITGA2) [C807T], unrerpun 6era-3 (ITGB3) [T1S65C], MTHFR [F1298C], MTRR [A66G].

Koncynpramust odprampmornora (KOHTpOJb): coxpaHstoTcs seiuenus 3actos J3H; JIOP-
Bpaya (KOHTPOJIb): KIMHHUYECKHUX JaHHBIX 32 OTUT HET.

MPT (xoHTtpoib). 3ak-e: MP-kapTuHa 6o0Jblle B MOIb3y TPOoMOO3a CUTMOBHJIHOTO, IO-
MEPEYHOr0 CUHYCOB CIpaBa, BHYTPEHHEW sipeMHOM BeHbI cupasa. [logoctpeiil nepuon. [Tpu
CpPaBHEHHUHU C MPEIbIAYIIIMHU JaHHBIMU CIa000TpUIIATENIbHAS JUHAMUKA 32 CUET YBEJIMUCHUS
KOJIMYECTBA )KUIKOCTH B STYEMKAX COCLIEBUAHOTO OTPOCTKA BUCOUHOU KOCTH.
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CornacHO pelIeHNI0 0YEPEeJHOr0 KOHCUIMYMA, PEIIEHO MPOJOJDKUTD JICUECHUE, YKa3aH-
HOE BBIIIE, OJTHAKO K JICUCHHUIO MPHOABUTH JTUATIAKT.

Iepen BbIMMCKOM MareHTy ObUTO BhINOIHEHO ouepeaHoe MPT: 3akmouenue: MP-kapTiHa
OoIbIlIE B TIOJB3Y TPOMOO3a CUTMOBHIHOTO, TTOTIEPEYHOrO CHHYCOB CIIpaBa, BHYTPEHHEH speM-
HOU BeHBI cripasa. [Ipu cpaBHEHNH ¢ TIpEABIIY MU TaHHBIMU IMHAMUKA T10JIOKUTEIIbHAS.

Beinucan ¢ yjydlieHHsMH M PEKOMEHJALUAMU 110 JaJbHEUIIEMY JICYEHHE C YCIIOBUEM
IOBTOPHOM TOCHUTAIN3ALMHN U1 KOHTPOJIs JieueHus yepe3 10 qHeil.

Buvigoowt

1. BepostHee Bcero, TpoMO03 BO3HUK B CBS3U C TSXKEJIBIM TEYEHHEM OCHOBHOIO 3a0071¢-
BAaHMsI, TaK KAK T€HETHYECKHM MaclopT ONPOBEPracT TEOPUIO O HACJIEICTBEHHOW IIPEIpacIio-
JIO’KEHHOCTH.

2. Ilpodeccuonanu3M Jjedamux Bpadeid, aJeKBaTHO MPUMEHEHHAs aHTUOaKTepualibHas
Tepanus, Hapsay C aHTUKOAryJISHTHOM Tepanmuell M MHTEHCUBHOH Tepanueil B OTJEICHUH,
IIO3BOJIMJIM IOCTUYb YJIy4YIIEHUs COCTOSIHUS NALMEHTa B JOBOJIBHO KOPOTKUE CPOKH.

JHUTEPATYPA
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pumMenTanbpHON HeBpostoruu. — 2011, — Ne 5(1). — C. 4-10.
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SHHE®AJIOIMATHUSA HOBOPOXIEHHbBIX

Tananosa E. I'., Kazemu /I.
Hay4Hblii pyKOBOAUTEJIb: K.M.H., JioueHT C. C. Hexkuna

Yupexnenue odpazoBanus
«["oMebCKMii rocy1apcTBeH bl MeIUIMHCKUA YHUBEPCUTET)
r. l'omeuns, Pecniydianka benapych

Beeoenue

DHueanonaTus HOBOPOKIEHHBIX Hale 00yclOBIeHa TUITOKCHENH U MOXKET MPUBOAUTD K
JBUTATEILHBIM HAPYIICHUSIM, PACCTPOMCTBAM ICUXUYECKOTO PA3BUTHUS U JIPYTUM BUJIAM II€-
peOpanbHON HETOCTATOYHOCTH.

Hens

W3yuuTh npuHarHbI ¥ KJIMHUYECKUE TPOSIBIICHUS SHIIE(aIonaTuu y JeTeil paHHero Bo3pacra.

Mamepuan u memoowl ucciedosanusn

brouto npoananuzupoBano 30 KapT CTallMOHAPHOTO ManueHTa. JleTh HaXOoJAUIUCh Ha cTa-
[IMOHAPHOM JICUEHUH B OTJICJICHUM HOBOPOXICHHBIX C MATOJOTHEH IIEHTPaJbHONW HEpBHOU
CUCTEMBI C IHarHO30M JHIIe(aonaTis HOBOPOKIEHHOTO ¢ CEHTIOPs 1o oKTs0ph 2018 T.

Pe3ynomamot uccaeoosanusn u ux oocyyicoenue

Bce oGcnenyemsie netu Obutn B Bo3pacte 10 1 mecsna. /[eBouek u MaabuuKOB OBLIO TTO-
posHy — 110 15 (50 %). Pomutenu 23 (76,7 %) nereit nmpoxkusarot B ropoae, 7 (23,3 %) —
ceJIbCKUe KUTeNu. Bee etn ObUIM mepeBeieHbl U3 pOJMWIIBHOTO JIOMa B OT/AEJICHHE HOBOPOXK-
JICHHBIX C AMAarHO30M dHIle(anonaTiss HOBOPOXKIECHHBIX TOKCHKO-THIIOKCHYECKOTO TreHesa. Y
nosoBuHBI feTeit 15 (50 %) Beaymum B KIIMHUKE SIBISUICS TUIEPTEH3UOHHBINA cUHIpoM. Y 14
(46,6 %) ormeuaics cunapom yraerenus [ITHC. HanbGosee yacThiMu COMyTCTBYFOLIMMU 3200-
JIEBaHUSIMU ABWJINCH: OTKPBITOE OBaJbHOE OKHO — Yy 14 (46,6 %) neteil, HeoHaTalnbHAsI HKeJl-
tyxa —y 6 (20 %), BpoxxenHas maeBMoHus — y 4 (13,3 %), kedanorematoma — y 4 (13,3 %),
BPOXKICHHBIN TOpOK cepana — y 5 (16,6 %) nereit, octpbiii puaut — y 4 (13,3 %), BHYyTpH-
yrpobHast uadekims —y 3 (10,1 %).
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