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XAPAKTEPUCTHKA SI3BBEHHOI'O KOJIUTA
Y IETEU TOMEJIBCKOM OBJIACTH

Beeoenue

S3Bennsiit komuT(AK) — XpoHHYECKOe BOCHAIUTENHLHO-AUCTPOGUIECKOe 3a00IeBaHIE
TOJICTOH KUIIKU C PEIUANBUPYIOLIIM MO0 HEMIPEPHIBHBIM TEUEHHEM, MECTHBIMH M CHCTEMHBI-
MU OCJIO)KHEHUSIMHU. SI3BEHHBIM KOJIUT PacCHpOCTPAHEH NMPEUMYLIECTBEHHO CPEIH HACEICHUS
MHyCTpUAIILHO Pa3BUTHIX cTpaH. 3aboneBaemocts K y mereit konebnercs ot 1 1o 4 cioyda-
eB Ha 100 000 >xutenelr B CeBepHoil Amepuke u EBporme, 4To cocTaBiseT NpuOIM3UTEIHHO
15-20% ot 6osbHBIX SIK Bcex Bo3pacToB. B mocnennue qBa necaTuiaeTHs HAOIIOAAIOT POCT
qucia OONBHBIX HeCHeUU(pHUSCKUM SI3BEHHBIM KOJUTOM KaK CPEId B3POCIHBIX, TaK M CPEIH
JieTeil Bcex BO3pacTHBIX rpymil. [leGroT 3a00eBaHns MOXKET BOZHUKHY T JaXe B TPYJIHOM BO3-
pacre. Pacnipenenenue no nomy coctasisier 1:1, mpuyuém B paHHeM Bo3pacTe yamie 00JeroT
MaJIBYUKH, B IOAPOCTKOBOM - IEBOYKHU.

OTHONOTHs BOCHAIUTENBHBIX 3a0oneBanuil kumeunuka (B3K), B Tom uncne SK, ne
YCTaHOBJICHA: 3a00JIEBaHME PA3BUBACTCS B PE3yIbTaTe COUYETAHHS HECKOJBKHX (DaKTOPOB,
BKJTIOYAIOIIUX T€HETUYECKYIO MPEIpacloiIoKEeHHOCTb, Ae()eKThl BPOXKACHHOTO M Ipuodpe-
TEHHOTO UIMMYHHTETA, KUIIECYHYI0 MUKPO(IOpY U pa3inuHble (aKTOPbI OKPYKAIOIIEH CPEIbl.

PesynbraroM B3aUMHOTO BJIMSHHUS JaHHBIX (DAKTOPOB pHUCKA SIBISETCS AKTHBAIUS
Th2-kneTok, runepakcnpeccus: MPOBOCIATUTENBHBIX IIATOKUHOB, B TIEPBYIO o4yepenb, (akx-
TOpa HEKPO3a OMyXOJIU-aib(a 1 MOJIEKYJ KIIETOYHOU aare3nn. HemocTarouHOCTh HMMYHHOM
pEryasuu NPUBOJIUT K HEKOHTPOJIMPYEMBIM OTBETAM Ha MOBPEXACHHUE TKAHU U Pa3BUTHUIO
JIOKaJbHOTO BOCHAJICHUS. Pe3ynpratomM 3THUX peakiuii CTaHOBUTCS JUM(OIIIa3MOLUTapHas
UHQUIBTPAIHS CIM3UCTON 000JIOUKH TOJICTOM KHUIIKU C Pa3BUTHEM XapaKTEPHBIX MaKpOCKO-
MUYeCKUX n3mMeHeHuit u cumnromoB K [11].

[Tpu AK nopaxkaercs TOJBKO TOJCTask KHUINIKA (32 UCKIIOYECHUEM PETPOrPaHOTO HIie-
uTa), B Ipolecc 00s13aTeIbHO BOBIEKACTCS MpsSMasi KUIIKA, BOCIAJICHUE Yallle BCEro Orpa-
HUYMBACTCS CIM3UCTON 00O0JIOUYKOH (32 MCKIIOUEHHEM OCTPOTO TSDKEJIOTO KOJHMTA) M HOCUT
muddy3HbIii xapakrep [2].

KnuHuueckast kapTuHa MpeaCcTaBiIeHa TpeMs BEAYLIMMHU CUMIITOMaMU: JUapEEH, BblIe-
JIEHWEM CO CTYJIOM KpPOBH, O0JisiMU B kuBOTE. [louTH B 10J0BHHE ciiyyaeB 3a00/ieBaHUE HAYU-
HaeTcs ucnoaBoib [3]. Ilpu nérkoM KonuTe 3aMETHBI €IMHUYHBIE POXKUIKA KPOBU B CTYIIE,
npu TsHKENTOM — 3HauuTeNnbHast e€ nmpuMeck. MHorma cTyn npuodpeTaer BUJ 3JI0BOHHON JKUJ-
KOM KpOBaBOM Macchl. Y OOJBIIMHCTBA OOJMBHBIX Pa3BUBACTCS AMApPEs, YACTOTA CTYJa BapbU-
pyet ot 4-8 1o 16-20 pa3 B cyTku u Oosiee. B sxuaKOM CTysie MOMUMO KPOBH COZEPIKATCS B
OOJBILIOM KOJTMYECTBE CIIM3b U THOH. /lapero ¢ mpuMechio KPOBU COMPOBOXK/IAIOT, @ HHOTIA U
NPEAMIECTBYIOT €i 00N B )KUBOTE, Yallle BO BpeMs e/1bl Wi repen Aedekanueil. bomm cxBarko-
00Opa3Hble, JOKAJIU3YIOTCSl BHU3Y KUBOTA, B JIEBOW MOJB3OLIHON 00JaCTH WM BOKPYT IyIKa.
N3penka pa3BuBaeTcs AM3EHTEpUEIONO0HOE Hauano Oone3Hu. BecbMa XapakTepHbI s TSKE-
JIOTO SI3BEHHOT'0 KOJIUTA MOBBILIEHUE TEMIIEPATYphl Tena (00buHO He Bhlle 38 °C), CHUKEHHE
anmeTuTa, 00Ias c1adoCTh, CHUKEHHE MAaCcChl TeJa, aHEMHUS, 3a/IePKKa TIOJIOBOTO PA3BUTH.
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Hwnarno3z AK y gereld MOJKEH yCTaHABIMBAThCS HA OCHOBAHMM COYETAHUS JAHHBIX
aHaMHe3a, (U3UKAIBLHOTO OCMOTpa M (PUOPOKOTOHOCKONIUUA C MHOXKECTBEHHOW OMOTICHEH.
Enunoro kputepus ms nocranoBku auarHosa SK He cymectByer. Kak npaBuio, nuarsos
SK cnenyer momo3peBaTh y peOeHKa ¢ XpOHUYECKOH (>4 Helenb) WK MOBTOPSIOLIECHCS
(>2 51130/10B B TeueHUE 6 MECALIEB) TUapeeii ¢ KpOBbIO, TEHE3MaMU, OOJISIMU B )KUBOTE MOCTIE
UCKJIIOYEHUS MHPEKIMOHHBIX U JPYTUX MPUYMH, a B TKENBIX CIy4asX — ¢ IOTEpe Macchl
Tena, 00IIeH cmaboCThIo U pBOTOM. OCOOCHHO HACTOPAKUBAIOIIIMMU TAHHBIMU B OTHOIIICHUHT
BOCHAIUTEIbHBIX 3a00JI€BaHNN KUILIEUHNKA y peOCHKA ABIISIOTCS COIMYTCTBYIONIAs 3aJepKKa
pocta u/unu mydeprarHoro pa3BuTus, Haanunu B3K B cembe, MOBBILIEHUN MapKepOB BOCHa-
JICHUSI WA HAJTUYUHA aHEMUHU. SI3BEHHBIN KOJIUT, N€OIOTUPYIOIINI B JETCKOM BO3pacTe, OKa-
3bpIBaeTCsl TOTAUTHHBIM B 60—80% Bcex ciydaeB, TO €CTh B J]Ba pasa yallle, 4eM Yy B3POCIBIX.
[TockonbKy 0OKa3aHO, YTO MPOTSHKEHHOCTh MOPAXXEHUsI KOPPENUupyeT ¢ OOJblIe aKTUBHO-
CThIO 3a00JIeBaHHUA, B JETCKOM BO3pacTe MpH MEpBOM aTake TeueHHe OOJIE3HU CTAHOBUTCS
0osee TsHKeNbIM, TPUBOIS K KomdkTomun y 30—40% neteit B Teuenue 10 net, Mo cpaBHEHHUIO
¢ 20% y B3pocabix. Kpome Toro, mpu jedeHUH JeTeil MPUXOJUTCS YUUTHIBATh BO3PACTHBIC
0COOEHHOCTH, TaKU€ KaK POCT, IOJIOBOE Pa3BUTHE, MUTAHUE U IPUPOCT MUHEPATLHOM MIIOT-
HOCTH KOCTHOW TKaHHU B IOJAPOCTKOBOM BO3PAaCTe, a TAK)KE OCOOEHHOCTU IICUXOCOLUATBHOIO
noBesieHus U pa3BuTus. uddepeHunanbHyo 1MarHoCTUKY IpoBOIAT ¢ Oone3Hbro KpoHa,
LEeIUaKUeH, TUBEPTUKYIUTOM, OITyXOJSIMHU U MOJIUIIAMU TOJICTOW KUIIKHU, TYOepKyI€30M KU-
IIEYHNKA, 00JIC3HBI0 YHIIIA U .

JleaeOubie meponpusatus npu K Brimrouaror B ce0s Ha3HAYCHUE JIEKAPCTBEHHBIX
[IPenaparoB, XUPYypruueckoe JeUeHne, MCUX0COHAIbHYIO MOAIEPKKY U TUETHUECKHE pe-
KoMeHJaluu. BeiOop Buaa KOHCEPBATUBHOTO WM XUPYPrHUECKOTO JICUEHUS ONpeAesieTcs
TSKECTBIO aTaKU, MPOTHKEHHOCTHIO MOPAXKEHUsSI TOJICTON KHUILKH, HAJIUYUEM BHEKHUILIEUHBIX
MIPOSIBIICHUM, TUTEIIFHOCTHIO aHaMHEe3a, Y3(()EKTUBHOCTHIO M 6€30MacCHOCTHIO paHee MPOBO-
JUBILEHCS TEpaIlnH, a TAKXKe pUCKOM pa3BuTHs ocnoxHeHul K. Llenpro Tepannu sBisieTcs
JOCTH)KEHHUE U MOJIepKaHue OeccTepouIHON peMuccuu (IpeKkpamieHre mprueMa moKOKop-
TUKOCTEPOMJIOB B TeueHHe 12 Hezlenb Mocie Hayaua Tepamnuu), Npo(uiakTuKa OCI0KHEHHUH
SK, npenynpexieHue onepamyu, a mpu NporpeccUpoBaHUM Mpoliecca U Pa3BUTUN OMACHBIX
JUTSL )KU3HU OCJIOKHEHUHN — CBOEBPEMEHHOE Ha3HAUEHUE XUPYPTrUUECKOTO JIEUEHHUS.

Heno

N3yuuTh CTpyKTYypy U OCOOCHHOCTH KIIMHHKO-T1a00paTOPHOTO TEUEHHUS SI3BEHHOTO KO-
nuTa 'y nerei [omenbckoit oonacTy.

Mamepuan u memoowt ucciedosanus

[TpoBeneno ananu3 30 MEANIIMHCKUX KapT CTAIIMOHAPHBIX MMAIMEHTOB, HAXOIAINXCS Ha
JICYEHUU B neauarpudeckom otaeneHun Ned Yupexxnenus «l'omenbckas o06IacTHas neTcKas
KIIMHU4YecKas 0onpHUIA» B riepuo ¢ suBaps 2018 mo mait 2022 rona, ¢ IMarHo30M si3BEHHBIN
kout. O6paboTKa JaHHBIX MPOBECHA MPHU IMOMOILH MEeKTPOHHBIX Tabiui «Microsoft Office
Excel 2016».

Pezynomamul uccnedoeanusn u ux oocyncoenue

N3 30 rocnutanu3upoBaHHbIX NalMeHToB 22 (73%) nauueHTa sIBISINCh TOPOACKUMU
JKuTensiMu, 8 (26%) malMeHToB MPOXKUBAIU B CEJIbCKOM MECTHOCTH.

B Bo3pacte ot 8 mo 11 ner 6put0 4 manmenta (13%), ¢ 12 mo 15 nmet — 18 narueHToB
(61%), ot 15 mo 17 ner — 8 mauueHToB (26%).

VYIOBIETBOPUTEIBHOE COCTOSIHUE MTPH MOCTYIUICHNH ObLI0 y 19 manumeHTos, 4to cocra-
B0 63%, cpenneii crenenu Tsokectu —y 11 (36%) nanueHTos.
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B 53% ciydaeB (16 manueHTOB) Cpeny COMYTCTBYIONIECH MATOJIOTHU BBISIBJICH XPOHH-
yeckuil HeaTpouyeckuil c1aboBbIpaKEHHbIN HEAaKTUBHBIM aHTpasIbHbIN racTput, y 9 (30%)
MAlMEeHTOB — TacTpod3odaranbHbIil pedIroKC ¢ HEIPO3UBHBIM 330¢arutoM, y 6 (20%) mna-
IIMEHTOB OOHAPYXEH racTpol3odaraibHbiii peduirokc 6e3 330parura, y 4 (13%) manmeHToB
BbISIBJICH U QY3HBINA TOKCHYECKUN 300, aCKapH103 - y 2 MAIMEHTOB, YTO COCTaBUIO 6%.

B cranmonap 4 nmanueHTa rocnuTalIu3upPOBaHbl B SKCTpeHHOM rnopsiake (13%). 26 ma-
LIMEHTOB — B IUIAHOBOM, YTO COCTaBUI0 86%.

C xanobamu Ha 601 B xuBoTe noctynuio 27 nauueHToB (90%). Ha npumecs kpoBu
B CTYyJIE TIPEAbSIBIISLIN 5ka005bl 6 (20%) maMeHToB, Ha YaCThIM KUAKUH cTyn — 15 neteit, 3To
coctaBuiio 50%. OnuH nanueHT oTMevall NepuoanYeckrue O0IH 1Mo XOAy KUIIEUHUKA.

B anamnuese cpenu nepenecennbix 3adoneBannii y 30 (100%) narmenToB HaOmMOMaIaCh
ocTpas pecriuparopHas uHGeKIus, BeTpsiHas ocna —y 25 (83%) manuenTtos, y 20 (66%) na-
IIMEHTOB HAOJIOMAJICS OCTPBIN TOH3WLINT B aHAMHE3E.

Huskoe rapmonnunoe ¢pusudeckoe passutue 0puto y 11 (36%) mammentos. Cpennee
rapMOHHYHOE (PU3UUECKOE pa3BUTHE OTMEUEHO Y 14 manueHTos, 3To coctaBmiio 46%. Brico-
KOoe TapMOHHYHOE (pr3mdeckoe pa3Butue —y S (16%) mameHToB.

Amnnerut y 22 nanueHToB Obu1 coxpanéH (73%), y 8 nanueHToB noHuxkeH (26%).

OO6wexTuBHO y 16 (53%) manMeHToB NMpu Majblalluy BBIABIEH MITKUM 0e30051e3HeH-
HBIH )KUBOT. Y 2(6%) rocIUTalIn3upOBaHHBIX OTMEYa1ach 00JIE3HEHHOCTh B JIEBOM MOJIOBHUHE
KHBOTA.

HacnencrBennslii anaMHe3 co CTOPOHBI MaTepu ObLT oTsiromieH y 18 (60%) marmen-
TOB 32 CUET XPOHUUYECKOTO TacTPUTa U HECTICIIM(PUIECKOTO SI3BEHHOTO KOJIUTA, CO CTOPOHBI
ora —y 6(20%) nmanreHToB 3a cueT XPOHUYECKOTO racTpUTA.

JlarHbIe (UOPOKOTIOHOCKOTIMUECKOTO UCCIICAOBAHMS TTOKA3alld, YTO MPOCBET MPOCMO-
TPEHHBIX OTNENOB ObLT He u3MeHeH y 22 manueHToB (73%). U3 Hux y 8 (26%) manueHToB
cau3ucTasi 00osiouka Oblla dpOo3MpOBaHA W KOHTAKTHO KpoBoTtoumBa. Cimsucras 000J104-
Ka Oblja AJIacTUYHAs, CJerka oTeyHasi, HopMalibHOUM okpacku Obuia y 4 (13%) manumeHToB.
V 4 (13%) manueHToB HaOMIOMATach OTEYHAs M TUnepeMupoBanHas cimsuctas. Y 4 (13%)
MAIMEeHTOB CIM3UCTast 000JI0YKa ObLIa OTEYHOM, C SpO3UsIMHU U (PUOPO3HBIM HAJIETOM Ha CTEH-
KaxX, OTMeYallaCh KOHTaKTHas KPOBOTOUMBOCTb. JIMMQouaHas TUrepriia3us MmoaB3I0IIHOMN
KHUIIKY ObL1a y 8 manueHToB (26%), HenpepbIBHBINA AU PY3HBIHN SI3BEHHBIN KOJIUT BBISBIEH Y
8 uenoBek, uTo cocTaBmio 26%. 2 (6%) nanueHToB.

HapymeHnne rucToapXuTeKTOHUKH U IECTPYKIUS KPUTIT CITM3UCTON 000JIOYKH OTMEYe-
Hay 2 (6%) manueHToB.

VY 16 (53%) narmeHToB B 00IIIEM aHATN3€ KPOBU MAaKCUMAJIbHBIN YPOBEHD JICHKOIIMTOB
Bo3pacrtai 10 11x10%m, y 5 (16%) nanuentoB ormedanock nossienue COD mo 23 mm/yac.
B OmoxumudeckoM aHaln3e KPOBU B €IMHUYHOM CITydae OTMEUAIOCh TOBBIIICHHE YPOBHS
MOYEBHHBI 10 16 MMOJIB/II.

VY 23 namuenToB (76%) aHanu3 kaja Ha CKPBITYIO KPOBb OBLI TOJOKUTEIBHBIM, y 7
(23%) mauueHToB — OTpULATENbHBIM. AMKIa3a B Moue B npenenax 115-150 Ex/n nabmro-
nanacek y 9 mammenToB, 3To coctaBuiio 30%, y 14 manueHToB amuia3a B Mo4e Obliia B mpe-
nenax 230-245 EJI/n (46% mnanuenTtoB), y 7 (23%) manueHToB ypOBEHb aMUIa3bl COCTABUII
400425 En/n. V 15 nmanueHToB KanbIpoTeKTHH ObUT Ha ypoBHE 1000 MKT/T, 4TO COCTaBHIIO
50%, y 2 (6%) nauuentoB — 300 MKr/T, y 6 (20%) nanuenToB — menee 100 MKr/T.

3akniouenue

B pe3ynbrare uccienoBanus ObLIO BRISIBICHO, YTO TOPOACKHUE KUTEIH IPE0OIaaalu 1Mo
YHCIIEHHOCTH HAJl CeJIbCKUMHU, SI3BEHHBIN KOJIHT yalie HaOIroaancs y naiueHToB B BO3pacTe
12—15 ner. Y Gonplieil YacT MalMeHTOB HAOMIONANICS S3BEHHBIA KOJIUT CPEIHEH CTEreHU
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TsokecT. Cpeir COMyTCTBYIOMNX 3a00I€BaHUN Yalle HaOMtoAaIcs XpOHUIECKui Hearpohu-
YeCKHUH CIIa00OBBIPAYKEHHBIN HEAKTUBHBIN aHTPAJIbHBINA TacTpuT. Cpean xamob garie BeTpe-
YaJIHCh Kajao0bl Ha 00U B )KUBOTE, KUAKUHN CTYN U IPUMECH KpOBH B Kasie. Cpenu nepeHe-
CEHHBIX 3a00JIeBaHMIl y BCEX MAllMEHTOB B aHaMHe3€ HaOJIo/1asach OcTpasl pecrnuparopHas
uHpekuus. Y OONbIIMHCTBA MAllMEHTOB ANMNETUT COXPaHsUICS HOPMAaJbHBIM, (PU3NYECKOE
pa3BUTHE Mpeodsafayio CpeHEe TApMOHUYHOE. Y TOJIOBUHBI MALIMEHTOB KaJbIPOTEKTHH
coctaBmi 1000 Mxr/t. [Ipu npoBeaeHnn HrOPOKOTOHOCKOMUYECKOTO MCCIICIOBAHUS BBISB-
JIEHO, YTO Y OOJIBIIMHCTBA MAI[MEHTOB MPOCBET MPOCMOTPEHHBIX OT/AEJIOB ObLI HE U3MEHEH.
HacnenctBeHHblit aHaMHe3 ObLT OTATOLIEH, PEUMYIIECTBEHHO, CO CTOPOHBI MaTepH 3a CUET
XPOHUYECKOTO TacTpUTa U S3BEHHOI0 KOJUTA. Y OOJBUIMHCTBA MAIIMEHTOB OTMEYAJICS IMO-
JIOKUTENIbHBIM aHaINU3 Kajla Ha CKPBITYIO KpPOBb. Y OOJbLICH YacTH MallMeHTOB OTMEYaioch
noBeImenne COD.
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Beeoenue

Bpoxnennsie mopoku paszputus (BIIP) 3anuMaror 3HaYMTENbHBINA yIEIbHBI BEC B
CTPYKTypE NPUYMH MJIAJEHYECKOU CMEPTHOCTH, AETCKONH MHBAIMAHOCTH [1].

Poxxnenue B cembe peOeHKa ¢ BPOXKIECHHBIM ITOpoKoM paszputus (BIIP), B GoapmmHCTBE
Clly4aeB, HAHOCUT MOpPaJIbHBIN YPOH U OTHANSIET POJAUTEINEH OT CollMyMa, IepeHanpanisis UX
Ha BHYTPEHHUE MPOOJIeMbl CEMbU. YPOBEHb BPOXKJACHHBIX aHOMAJIUN Cpe/ld HEJOHOIIEHHBIX
neteit B 3—4 pasa Bblllle, YeM y JOHOIICHHBIX, YTO U O0YCIOBUJIO MPEANOI0KEHUE MHOTUX
aBTOpOB 00 001IeM naroreHe3e BosHukHOBeHUs BIIP y miiona, a Taxke B ciayyasx HEBbIHA-
IIUBaHUs OEPEMEHHOCTH M MPEKIEBPEMEHHBIX pOIIOB [2].

K uncrounnkam dopmupoBanus BIIP oTHOCsTCS reHeTHYecKHe (XpOMOCOMHBIE) U Te-
paroreHHble ()aKTOpbl, HO B OOJIBIIMHCTBE CIy4YaeB MPUYMHA BPOXKICHHBIX J€(PEKTOB OCTa-
eTcsi Hem3BecTHOM. COoCTOsIHUE 3I0pOBbsl MaTEPH, KAUYECTBO €€ )KU3HH, OKpY’Karollas cpena,
aKyIIepCKUi aHaMHe3, 0COOCHHOCTH TeUeHHsI OEPEMEHHOCTH U POAOB SBJISIIOTCS 3HAYMMBIMU
dakropamu B (HOPMHPOBAHUHU 310POBbs pedeHka [3].
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