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AHHOTAIUA

Monorpadus TOCBsSIIEHa BCECTOPOHHEMY  HM3YyUYEHHIO  MOpPTajIbHOU
TMIIEPTEH3UU y JETeH, BKIKOYas €€ 3THOJOTHI0, NaTOreHe3, KIMHUYECKUE
IPOSIBIICHUS] U COBPEMEHHBIE METOABI TUAarHOCTUKU. Ocoboe BHUMAHUE YJIEICHO
OCOOEHHOCTSIM TE€UeHMs 3a00JI€BaHMUs B JIETCKOM BO3pPACTE, a TAKXKE pa3paboTKe
3(Q(EKTUBHBIX CTpaTETUH JIEUYEHUS M NPOPWIAKTHUKU OcloKHeHuil. B pabote
MIPE/ICTaBJICHbI aKTyalbHbIC IaHHBIC, OCHOBAaHHBIC HA KIMHUYECKUX HAOIIOACHUSIX
Y Hay4HBIX MCCIIEIOBAHUAX, KOTOPBIE NOJIYEPKUBAOT BaXXHOCTh CBOEBPEMEHHOIO
BBISIBJICHUS U WHIWBUIYAJIBHOIO MOAXOAa K Tepanuu. MoHorpadus anpecoBaHa
neauaTpaM, racTpOdHTEposoraMm, Xupypram, (HU3MOJIOraM M HCCIENOBaTelsIM,
MHTEPECYIOIUMCST TpoOJieMaMu TMOPTajJbHOW TUNEPTEH3UMH M €€ BIUSHUS Ha

pa3BUTHE peOCHKA.

ANNOTATSIYA

Monografiya bolalarda portal gipertenziyani, uning etiologiyasi, patogenezi,
klinik ko‘rinishlari va zamonaviy diagnostika usullarini har tomonlama o‘rganishga
bag‘ishlangan. Bolalik davrida kasallik kechishining o°ziga xos xususiyatlariga,
shuningdek, asoratlarni davolash va oldini olishning samarali strategiyalarini ishlab
chigishga alohida e’tibor garatilgan. Ishda klinik kuzatuvlar va ilmiy tadgigotlarga
asoslangan dolzarb ma’lumotlar keltirilgan bo‘lib, ular o‘z vaqtida aniglash va
davolashga individual yondashuv muhimligini ta’kidlaydi. Monografiya portal
gipertenziya va uning bola rivojlanishiga ta’siri muammolari bilan giziquvchi
pediatrlar, gastroenterologlar, jarrohlar, fiziologlar va tadgiqotchilarga

mo‘ljallangan.

ABSTRACT
The monograph is devoted to a comprehensive study of portal hypertension in
children, its etiology, pathogenesis, clinical manifestations, and modern diagnostic
methods. Particular attention is paid to the peculiarities of the disease course in

childhood, as well as to the development of effective treatment strategies and



prevention of complications. The work presents current data based on clinical
observations and scientific research that emphasize the importance of timely
detection and individual treatment approach. The monograph is intended for
pediatricians, gastroenterologists, surgeons, physiologists, and researchers

interested in portal hypertension and its impact on child development.
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BBEJAEHUE

[ToprasnbHas runepTeH3us y JeTei SBISETCS OJHUM U3 HauOO0JIee CIIOKHBIX U
MHOTOTPAHHBIX  COCTOSSHMM B  MEIUATPUYECKOM  MpakTUKe, TpeOyroIm
MEXIUCIUIUIMHAPHOTO TMOJAX0Ja K JHArHOCTUKE, JIEYEHUIO W JAJIbHEUIIEMY
HAOMIOCHUIO. DTO TATOJIOTMYECKOE COCTOSIHHE, OOYCIIOBJIEHHOE IOBBIIICHHEM
JIABJICHHS B CUCTEME BOPOTHOW BEHBI, BO3HUKAET B PE3YJIbTATE IUPOKOIO CIEKTPA
IPUYUH — OT BPOXACHHBIX aHOMAJIHMK COCYAMCTOrO pyciia 10 TPHUOOPETEHHBIX
3a00J1eBaHUM TIEYEHU U TPOMOOTUYECKHUX OCIOXKHEHUH. B oTiiune oT B3pOCIbIX, Yy
nerei noprajgbHas TUIEPTEH3MUs XapaKkTepu3yeTcs YHUKaJIbHBIMU
ATUOJIOTHYECKUMH (PaKTOpaMH, OCOOEHHOCTSIMU KJIMHUYECKOTO TEUYEHUsI U Oojiee
BBIPQXEHHON BapHaOelIbHOCTBIO MPOrHO3a, YTO JeJaeT €€ M3yuyeHHue OCOOEHHO
3HAYUMBIM.

B nocnemnue gecsATUiETHS JOCTIDKEHHUS B 00JIACTH  MEIUIIMHCKHUX
TEXHOJIOTH, BKJIFOYAsi COBEPLIEHCTBOBAHUE METOA0B BU3yaIM3allMU, YHIOCKOIINN
Y TPAHCIUIAHTOJIOTMH, CYIIECTBEHHO DPACIIUPUIN BO3MOKHOCTH JHATHOCTHUKUA U
JeYeHus MNopTainbHON TunepteH3ur. OIHAKO, HECMOTPS Ha MPOrpecc, JaHHas
NATOJIOTHS MPOJIOJKAET OCTAaBAThCsl MPUUYMHON 3HAUYUTENbHON 3a007€Ba€MOCTH U
CMEPTHOCTU cpelu AeTed. Takue OCI0KHEHMsI, KaK KPOBOTEUYEHHsI U3 BAPUKO3HO
pacHIMPEHHBIX BEH MHIIEBOJA, pedpakTepHbIi acuuT U TeYeHOYHas
sHUE(anonaTus, MPEICTaBISAIOT CEPbE3HYI0 Yrpo3y s KU3HU NAlUEHTOB U
TpeOyIOT CBOEBPEMEHHOTO0 U aJeKBAaTHOro BMemlaTenbcTBa. Kpome Toro,
HEJI0CTAaTOYHAs! OCBEJAOMIIEHHOCTh Bpaueil IEpBUYHOTO 3B€HA O PAaHHUX MpPU3HAKAX
NOPTaIbHON TUNEPTEH3UU U OTPAHUYEHHBIE PECYPCHI JUIsl MPOBEACHUS CIIOKHBIX
XUPYPrUUYECKUX MPOLEAYP B HEKOTOPBIX PETHOHAX YCYTyOJISIOT IPpoOieMy.

Hacrosimas MoHorpadusi mocBsilieHa KOMIUIEKCHOMY aHAJIU3y MOPTajIbHOM
TMIEPTEH3UH Y JETEHN C y4ETOM COBPEMEHHBIX JAHHBIX O €€ 3THOJIOTUH, [TATOI€HE3E,
KIIMHUYECKUX TMPOSBICHUSX, METOAaX AUArHOCTUKA M TOAXOJAaX K JICUCHHIO.
Oco0oe BHUMaHKE YJEI€HO BO3PACTHBIM OCOOEHHOCTSIM TeueHUsl 3a00ieBaHus, a
TaKXe MepPCIEeKTUBAM ITPUMEHEHUSI HHHOBAIMOHHBIX TEPANIEBTUUECKUX CTPATETUH.

[lenbto maHHOM PpabOTHI SABIAETCS OOOOIIECHHE UMEIOIIUXCS 3HAHWMU, BBISIBJICHUE



CYIIECTBYIOMUX MPOOETIOB B M3YYEHUHU MPOOIEMBI U TPEJIOKEHUE TTPAKTUICCKUX
PEKOMEHAIMK Uil YJYYIICHHS OKAa3aHUs MEIMIIMHCKOM NOMOIIM JETAM C
IOPTaJIbHOW THUIlepTeH3uer. Mbl Hajgeemcs, 4TO IIPEACTABJICHHBIE MaTepUallbl
CTaHyT MOJIE3HBIM PECYPCOM JJIsi MEAUATPOB, TACTPOIHTEPOJIOTOB, XUPYPrOB U
MCCIIEIOBATEIICH, CTPEMSILUXCSI BHECTH BKJIAJ B PEIICHHUE 3TOU aKTyaJIbHOU 3a1auu

COBpCMCHHOﬁ MCIUILINHEI.



AKTyaJbHOCTh MPOOJIEMbI MOPTATHLHON THIEPTEH3UH Y IeTel

[loprasibHasgs runepTeH3us y JeTeld NpPencTaBIIET COOOW CEpPhE3HYIO
MEAMIMHCKYIO MPOOIEMY, KOTOpast OCTAETCsI HETOCTATOYHO W3YUEHHOM, HECMOTPS
Ha 3HAQYUTEIBHBIM NPOTPECC B IEAMATPUYECKOM TACTPOIHTEPOJIOTHH H
renaTojorui. OTO COCTOSHHE, XapaKTEPU3YIOLIEECs IOBBILICHUEM [ABJICHUS B
CUCTEME BOPOTHOM BEHBI, YAIlle BCEIO BO3HUKACT KAK OCIIOXKHEHUE XPOHUYECKUX
3a00JIeBaHUN TI€YEHH, TPOMOO3a BOPOTHOM BEHBI WJIM BPOXKICHHBIX aHOMAIUM
COCYIUCTOM CHUCTEMBI. AKTYyaJbHOCTb HCCIECAOBAHMS JAHHOM IAaTOJIOTUH
oOyCIIOBJIeHa HECKOJIbKUMU (hakTopamMu. Bo-mepBbix, mopTaiabHasi TUIEPTEH3US Y
JE€Ted OTINYACTCS OT AHAJIOTMYHOTO COCTOSIHHSL y B3POCIHBIX IIO 3THUOJOTHH,
KJIMHUYECKOMY TEUEHHUIO U MOAXO0JaM K JIEYEHHIO, 4TO TpedyeT pa3zpaboTku
cnequ(pUYecKnX AUArHOCTUYECKUX M TEPareBTHUECKUX cTpaTervil. Bo-BTOpPBIX,
BBICOKAs YacTOTa OCJOXKHEHHWH, TaKMX KaK BapUKO3HOE KPOBOTECUEHUE W3
NUIIEBO/A, ACHUT M TMIEPCIUIEHHW3M, CYIIECTBEHHO YXYJIIAET KadyeCTBO JKU3HU
MalMEHTOB W NPEACTABISICT Yrpo3y I UX JKU3HU. B-TpeTpnx, HECMOTps Ha
JOCTHKEHHS B 00JIACTH BU3YAJIM3UPYIOIIUX METOAOB U MUHMMAJIbHO WHBAa3UBHOU
XUPYPTUH, CMEPTHOCTh U 3a00J€Ba€MOCTh OCTAIOTCS 3HAUUTEIIbHBIMU, OCOOEHHO B
YCIJIOBHSIX OTPAHUYEHHOTIO IOCTYTA K CHEUAIM3UPOBAHHON MEAUIIMHCKOM TOMOIIN
B psAnie peruoHoB. TakuM o0Opa3om, M3ydeHUE MOPTAILHON TUNEPTEH3UU Yy JIEeTEH
MMEET BAXKHOE HAYYHOE U MPAKTUYECKOE 3HAYEHUE, HANPABICHHOE HA YIIy4IIEHUE
JUArHOCTUKH, ONTHUMHU3ALMIO JIEYEHHsI U MOBBIIICHHE BBDKMBAEMOCTH MAaJIEHBKHX
MTallEHTOB.

Ienu u 3aaa4m MccJaea0BaAHUS

OCHOBHOM 1ENbI0 HACTOSIIEH MOHOTpaduu SBIAETCS CUCTEMATH3AlMS U
yrayOJeHHBIN aHalu3 COBPEMEHHBIX JAHHBIX O MOPTaJIbHON IMIEPTEH3UH Y JeTel
KaK MHOTO(aKTOPHOTO IMaTOJOTUYECKOTO0 COCTOSHUS, C aKIICHTOM Ha BBISBIICHUE
CHeM(PUKU €ro ATHOINATOreHe3a, KIMHUKO-IUAarHOCTUYECKUX XapaKTepUCTHK U
TepaneBTUYECKUX MOAXOJ0B B MeAraTpuyecKkol npaktuke. PaboTta HampaBieHa Ha
(dbopMUpOBaHKE IIETIOCTHOTO TMPEACTABICHUS O JaHHOM MATOJOTMH B KOHTEKCTE

BO3PACTHBIX OCOOGHHOCTEH NIETCKOTO OpraHu3Ma, a TakKe Ha pa3padOoTKy HaydHO



000CHOBaHHBIX pEKOMEHAaInH, CIIOCOOCTBYIOIINX ONTUMHU3ALIUU
JIMarHOCTUYECKUX AJTOPUTMOB, COBEPIICHCTBOBAHUIO JIEUEOHBIX CTpATETUM W
MOBBIICHUIO KA4yeCTBAa JKU3HM NALUMUEHTOB. JIOMOJHUTENIBHO CTaBUTCS UEIb
ONpENENUTh NEPCHEKTUBHBIE  HAMPABICHUS  JAJbHEUIIUX  HCCIIECIOBAHUM,
OPUEHTUPOBAHHBIX HA MPEOJOJICHUE CYIIECTBYIOIIMX OTPAHUYCHHUM B TOHUMAaHHUU
MOJIEKYJIIPHBIX M (PU3MOJOTUYECKUX MEXaHU3MOB MOPTAJIbHON TUNEPTEH3UU Y
JETEH.
3agaum uccjie10BaHUA

JIns MOCTHMKEHMS TOCTABJICHHBIX IIeJel B MOHOrpaduu pemaroTcsl ClIeayrouue
3aJlayu:

[IpoBecTn KpuUTHYECKUH 0030p COBPEMEHHON JHUTEPAaTypbl C LEJBIO
CHUCTEMATHU3alMKU 3HAHUN 00 ATHOJOTHYECKUX (haKTOpax MOPTAIbHON TMIIEPTEH3UN
y JAeTel, BKIItoUas TeHeTUYECKUE, BPOXKIACHHBIC U IPUOOPETEHHbBIE IETEPMUHAHTHI,
U BBIICIUTH  KIIOYEBBIE  MATOTEHETUYECKHE  3BEHbS,  OMPEAEIISIONINE
IIPOrpecCUpOBaHUE 3a00I€BaHUS.

OxapakTepu3oBaTh CIEKTP KIWHUYECKUX MPOSIBIECHUNA IMOPTaJIbHON
TUTNIEPTEH3UH B MEIUATPUUECKON MOMYJISINY, aKIICHTUPYs BHUMaHHE Ha BO3paCT-
3aBUCUMBIX OCOOCHHOCTSIX CUMIITOMATHKU M OCJIOKHEHUMN, TAKUX KaK BaPUKO3HOE
paclMpeHre BeH NUIIEBOA, aCUUT U TUIIEPCIJIEHU3M.

OLeHUTh TMarHOCTUYECKUM TOTEHIIMA COBPEMEHHBIX UHCTPYMEHTAIBHBIX U
7ab0paTOpHBIX  METOAOB  (yIbTpa3ByKoBas jomruieporpadusi, 3HIOCKOIHS,
MarHUTHO-PE30HaHCHasi ToMmorpadus, Ouomapkepbl (uOpo3a) B KOHTEKCTE HX
YyBCTBUTEJIBHOCTH, CHEHU(PUIHOCTH U TOCTYIMHOCTH JIsl BBISIBIICHUS MOPTATIbHON
TUIIEPTEH3HUH Y IETEU.

[Ipoananu3upoBaTh CYyIIECTBYIOIIUE TEPANEBTUUECKUE TMOIXOJIbI, BKJIIOUas
dbapmakoIorudecKre, YHAOCKOMMYECKHE M XUPYPrHUYECKHUE METONbI (Hampumep,
TPAHCBIOTYJISIPHOE  BHYTPUIIEYEHOYHOE  TMOPTOCUCTEMHOE  ILIYHTUPOBAHUE,
TPaHCIUIAHTAIUSl TI€YEHU), C y4eToM HX 3PHEKTUBHOCTH, O€30MAaCHOCTH U

IIPUMEHUMOCTH B NEAUATPUUECKOM ITPAKTHUKE.



BbIsSIBUTH IPOTHOCTUYECKUE KPUTEPHH, BIUSIIONINE HAa UCXO] 3a00IeBaHMsl, U
000CHOBaTh HEOOXOJUMOCTb pa3pabOTKH MEPCOHATM3UPOBAHHBIX CTPATETHi
BEJICHUS MAllMEHTOB C YYETOM 3THUOJIOTMH, CTETIEHU TSHKECTU M COIMYTCTBYIOIIMX
HapyLICHUHN.

ChopmynupoBaTh NPAKTUYECKUE PEKOMEHIALMU JUIS  CIIELUAIKNCTOB,
3aHUMAIOIUXCSl TUAarHOCTUKOM U JIEUEHUEM MOPTAJIBHOM TMIEPTEH3UU y JETe, a
Takke O00O03HAUUTh MEPCIEKTHUBBI MPUMEHEHHUS HWHHOBAIMOHHBIX TEXHOJIOTUH,
TaKUX Kak I'eHHas Tepanusi 1 HEMHBa3UBHbIE METO/Abl MOHUTOPUHIA, B YIIPABJICHUN

JTAHHOM ITaTOJIOTHEH.

0030p JuTEpPaTYPHI M CYLIECTBYIOIIUX UCCIET0OBAHNI

[lopranenas rtuneprensuss (III)) y gerelt  mpencrtaBisieT  coOoid
IIATOJIOTUYECKOE COCTOSIHUE, HW3YYEHUE KOTOPOro B IIOCIEJHUE JECATUIIETHS
npuoOpeso 0codyr0 3HAYMMOCTh BBUY €TI0 BBICOKOM KIIMHUYECKOW pEIEBAaHTHOCTH
U CII0)KHOCTHU TE€paneBTUYECKOro yrnpasiieHus. CoBpeMeHHas Hay4yHas JInTepaTypa
JEMOHCTPUPYET 3HAYUTEIBHBII MPOrpecc B MOHUMAHUM 3THONATOT€HETUYECKHUX
MEXaHU3MOB, JHMArHOCTUYECKUX TMOAXOAOB U CTpAaTeruil JIeYeHUs JIaHHOMU
NaTOJIOTUH, OJTHAKO OCTACTCs Psii HEPELICHHBIX BOIPOCOB, OCOOEHHO B KOHTEKCTE
neauaTpudeckon nomynsinun. Hactosimuii 0630p HarpaBiieH Ha aHATU3 KITFOUEBBIX
HaIpaBJICHUI HCCIIEIOBAHUM, OTPAXKAIOIUX KaK JOCTHXKEHMs, TaK U MPOOEIbl B
n3yuenuu [1I" y nerei.

Otnonornueckni criektp 11" y neTei CymecTBEeHHO OTIIMYAETCs] OT TAKOBOTO
y B3pOCJIBIX, UTO IMOAYEPKHUBAETCS B paboTax psga aBTopos (Thalheimer et al., 2020;
Shneider et al., 2016). Eciu y B3pocibix MNpeodiagaoT MUPPO3 MMEYCHH U
QJIKOTOJIbHAs DJTHUOJOTUS, TO y JeTed BeAyIIUMH TPUYMHAMU SIBIISIOTCS
BPOXKJICHHBIE AHOMAJIWK (HallpUMeEp, aTpe3usl KEIYHbIX IyTel, KaBEpPHO3Has
TpaHchopmaryisi BOPOTHOW BEHBI) M TPOMOO3 BOPOTHOW BEHBI, YacTO
aCCOLIMMPOBAHHBI C  HEOHATANbHBIMU  BMEIIATENbCTBAMM, TaKUMH  Kak
kateTepusarus nyrnounoi Bensl (Mileti & Rosenthal, 2019). T'enernyeckue

(bakTophl, BKIIOYAsi MyTalldd B T'€HaX, PETYJUPYIONIMX KOAryJAlHI0 (Hampumep,



dakrop V JleilimeH), Takxke HrparOT 3HAYUMYIO pPOJb, YTO MOJITBEPIKIAETCS
uccnenoBanmsivu Sarin u coast. (2018), momguepkUBarOMUMH HEOOXOAMMOCTH
CKpUHMHTA HACJIEJACTBEHHBIX TpoMOodmimii y aeteit ¢ HeoObsicHumoi 11
[Tatorenes Ir BKJIFOYAET KOMILUIEKCHOE B3aUMOJICCTBUE
reéMOJIMHAMUYECKUX M MOJEKYJSIpHbIX (hakTopoB. [loBbIIIEHHE COMPOTUBICHUS
MOPTAIHPHOTO  KPOBOTOKA, O0OyCIOBJIEHHOEe  (ubpo3zoM uiId  TpoMOO30M,
COTPOBOK/IAE€TCS TUIEPIUHAMUYECKON IUPKYIISIIUEH U aKTUBAIIMEN Ba30aKTUBHBIX
MEAMaTOPOB, TAKMX KakK dHIOTEIHHBI M okcH a3ota (Bosch et al., 2021). V nereit
ATU TMPOLECCHl OCIOXKHSAIOTCS HE3PETIOCThI0 TEeHaTOICIUTIOSAPHBIX (YHKIUN U
aJanTUBHBIX MEXaHU3MOB, YTO MPUBOAUT K 00Jjiee OBICTPOMY MPOrPECCUPOBAHUIO
ocioxHeHul. MccnenoBanus Ha )XHMBOTHBIX Mojensx (Garcia-Pagan et al., 2019)
BBISIBUJIM KJTIOUEBYIO POJIb BOCIAIUTENbHBIX TUTOKUHOB (TNF-a, IL-6) u ¢pakTOopoB
pocra (VEGF, PDGF) B pemoaenupoBaHuu COCYIMCTOTO pyclia, OJHAKO HX

TpaHCJIOKWA HAa JCTCKYIO ITOITYJIAITUIO Tp€6y€T HaﬂbHeﬁmeFO N3Yy4YCHUA.

Kiunnyeckue nposiBJIeHUS U 0CJI0KHEHUSA

Kimmnanueckas xkaptuna 11" y nereit BappupyeT B 3aBUCHMOCTH OT BO3pacTa,
OTHOJIOTUM ® JUIMTENIBHOCTH 3ab0ojeBaHus. KiacCHYecKMMHU MPOSBICHUSAMU
SBIIAIOTCS CINICHOMET AN, BAPUKO3HOE PaCIIMPEHUE BEH MUIIEBOA U JKEIYIKA, a
takoke acuut (D’Antiga, 2017). Oanako, kak otmeuarot Ebel u coast. (2022), y
JeTeld dale, 4YeM Yy B3POCIHBIX, HAOJIOAAIOTCS BHEIEYCHOUYHBIC ITPOSBIICHUS,
BKJIFOYAsl 3aJ€PKKY pOCTa U HEUPOKOTHUTHUBHBIC HAPYIICHUS, YTO CBA3BIBAIOT C
XPOHUYECKONM THUIIOKCMEW W CHCTEMHBIM BoOcnajlieHueM. KpoBoreuenuss wu3
BapUKO3HBIX BEH OCTAIOTCS HanboJiee TPO3HBIM OCIIOKHEHUEM, C JICTATbHOCTHIO 10
20% npu mepBoM 3mu301e y aetei ¢ mupposzom (Ling et al., 2020). I'unepcruieHusMm,
COTIPOBOKJIAIOIIUICS TPOMOOIIMTONICHUEH U  JISUKONCHUEH, JIOMOJIHUTEIHHO

OCIIOXKHSIET TeueHHe 3a001eBaHus, TIOBBIIIAS PUCK UH(EKITUH.



JluarnocTuveckue moaxXoabl

HNuarnoctuka [II' y nereit Oa3upyercs Ha COYETaHUHM KIMHUYECKHX,
71a00paTOPHBIX U HHCTPYMEHTAIBHBIX METOJIOB. Y IbTPa3BYKOBasl Jomruieporpadus
OCTaeTCsl 30JI0THIM CTAHAAPTOM JUJIsl OLEHKH MOPTAIBHOTO KPOBOTOKA, XOTS €€
YyBCTBUTEIBHOCTh OIpaHMUCHA MPH BBISBIICHUM paHHUX craauid (Siramolpiwat et
al., 2018). MarauTHO-pe30HaHCHast aHTHOTpadus U mactorpadus MeYeHH, aKTUBHO
UCCIIETyeMbIE B TIOCIEAHHUE TOJIbI, JEMOHCTPUPYIOT BBICOKYIO TOYHOCTH B OIICHKE
¢bubpo3a u maeinenus B BopotHoit BeHe (Rockey, 2021). buomapkepsl, Takue Kak
TpoMOO3IacTUH U PUOPHHOTEH, TIPEIOKEHBI KaK HEeMHBa3uBHbIE HHANKATOPHI [117,
OJTHAKO WX BAJIWJAIMS B TMEAUATPUUYECKONW MPAKTUKE OCTAeTCS HEIOCTATOYHOMN
(Greonbaek et al., 2019). DHmockomnus, HECMOTPS Ha WHBA3WBHOCTb, COXPAHSET
MEPBOCTENEHHOE 3HAa4YeHWE [ CTpaTU(UKAMKW pPHCKAa KPOBOTEUYECHHH, UTO

nouepkuBaetcs B pykoBoacteax AASLD (2023).

TepaneBTHYeCKHE MOAXObI

Jlewenne III' y pmered BKJIIOYAET Kak KOHCEPBAaTHMBHBIE, TaK U
WHTEPBEHIIMOHHBIE MMOAX0nabl. DapMakoTepamnus, OCHOBaHHas Ha TPUMEHEHUHU
HECEJIEKTUBHBIX  Oera-OyiokaropoB  (mpompanoision),  3¢p¢deKTuBHA s
npo(UIaKTUKA KPOBOTEUYEHHUH Yy B3pOCIBIX, OJHAKO €€ Oe30MacHOCTb U
3¢ (GEeKTUBHOCTH y JAeTel ocTaroTcs npeamerom auckyccuid (Shneider et al., 2020).
OHJOCKONMYECcKass JuraTypa M CKJIepoTepanusi LIHUPOKO NPUMEHSIOTCA IS
KOHTPOJISL OCTPBIX KPOBOTCUCHUH, XOTS peluanuBhI octatoTcs yacteiMu (Tripathi et
al., 2022). TpaHCHIOTYISIPHOE BHYTPUIICUCHOYHOE TOPTOCUCTEMHOE IITYHTUPOBAHHE
(TIPS), ycreniHo ucrnosabpb3yeMoe Y B3pOCbIX, Y €Tl OrpaHuYeHO TEXHHUCCKUMHU
CIIO)KHOCTSIMU U PUCKOM TiedueHOouHOM sHiedanonmatuu (Fischmann et al., 2021).
TpaHcriaHTanys TEYEHH OCTAaeTCs paJUKAIbHBIM METOJOM JICYCHMs TpHU
TEPMHUHAIBHBIX CTAUSAX, OJHAKO JOCTYHMHOCTH JOHOPCKHUX OPTraHOB M BBICOKas

Y4acTOTa MOCICONEePAIIMOHHBIX OCIIOKHEHHUI orpaHn4nBaroT e€ npumenenue (Hackl

etal., 2019).



IIpoGenabl 1 mepcHeKTUBBI

Hecmotps Ha 3HauuTenbHble OOCTHXKEHUs, uccaenaoBanus 1T y neren
CTAJKHUBAKOTCI C  pAnoM  orpaHnueHuii. Hemoctatok  mpOCHEKTHUBHBIX
MHOTOIICHTPOBBIX ~HCCJICIOBAaHUNH U Mayiblii 00BbEM BBIOOPOK 3aTPYIHSIOT
BBIPAOOTKY YHU(PUIIMPOBAHHBIX pEKOMEHIalui. MoJeKyIsipHble MEXaHU3MBI,
JeXaliue B OCHOBE MporpeccupoBaHus puOpo3a v MOpTaIbHOW TUNEepAUHAMUKH,
W3Y4YeHBI HEAOCTATOYHO, YTO OTPAHWYMBACT pa3pabOTKy TapreTHOW Teparuu.
[lepcriekTHBBI BKIJIIOYAIOT BHEJIPEHHUE TE€HOMHBIX TEXHOJOTHM ISl BBISIBICHUS
NpEeApPaCHOIOKEHHOCTH, a Takke pa3pab0TKy HEHWHBA3UBHBIX  METOJIOB
MOHUTOpPUHTA JaBJIEHUS] B BOPOTHOM BEHE, TaKUX KakK IOpPTaTUBHbBIC
yJIBTPa3BYKOBBIC YCTPONCTBA ¢ HCKYCCTBEHHBIM MHTEILICKTOM (Zhang et al., 2023).

Takum 00pa3oM, aHAIU3 JTUTEPATYpPbl CBUAETEIBLCTBYET O MHOTOTPAHHOCTH
npobnemsr Il y ngeredt, TtpeOyromeil nmampHEWIIUX YyCUIUH B  00JacTu
byHIaMEHTAIBHBIX M KIWHUYECKUX uccienaoBanuii. Hacrosmas wmonorpadus
CTPEMUTCSI BOCIOJIHUTh HEKOTOPBIE W3 3TUX MNPOOEIoB, Mpejasiaras CUCTEMHBIN

MOAXO0/ K U3YUYEHHUIO U YIIPABJICHUIO JAHHOU MaTOJIOTHUEM.

I'maBa 1. OcHOBHbIE IOHATHUSA U KJIACCUPUKAIUA
- 1.1 Yto Takoe noprajbHas THNIEPTEH3UsA?

[TopTanbHas runepTeH3us NPeaCTaBIsIET COOON MATOJOTUUYECKOE COCTOSTHUE,
XapakTepu3yroueecs CTOWKUM IMOBBIIIEHUEM THUIPOCTATUYECKOTO JIaBJICHUS B
CUCTEME BOpPOTHOW BeHbl (Vena portae) u e€ MNpPUTOKOB, MPEBBIIIAIOLIUM
(GbU3MOIOrNYECKUl ypOBEHb, KOTOPHIA B HOpMEe cocTaBisieT 5—10 mm pt. c1. B
KJIIMHUYECKOM MPAKTUKE JUArHOCTUYECKHUI MOPOT YCTaHABIMBAETCS IPU IPATUEHTE
JIABJICHUSI MEXJy BOPOTHOM BEHOW W HWIKHEW IMOJIOM BEHON (MOpTOKaBaJbHBIN
rpagueHt) Oonee 10 MM PT. CT., YTO CBUACTEIBCTBYET O 3HAYNUTEIHHBIX
reMoarHamuueckux Hapymenusx (Bosch et al., 2021). DTo cocTosiHHEe BO3HUKACT
KaK pe3yJbTaT KOMILUIEKCHOTO B3aUMOJECUCTBUS (HAaKTOPOB, MPEISITCTBYIOIINX
HOpPMaJIbHOMY TOKY KpOBM uepe3 IE€YE€Hb WJIM BHENEUYEHOYHBIE COCYAbl, U

COIIPOBOKIACTCA aKTI/IBaI_II/Ieﬁ KOMIICHCATOPHBLIX MEXAHU3MOB, TAKHMX KaK Pa3BUTHUC



MOPTOCUCTEMHBIX ~ KoJUlaTepalied ®W TUlepAMHaAMUYecKas IUpKysus. B
NeANMAaTPUUECKON TMOMYJSIUU TOpTajbHAasl TUIEPTEH3Us oO0Jamaer psaoM
YHHUKQJIBHBIX OCOOEHHOCTEH, OOYCIOBIIEHHBIX KaK aHAaTOMO-(PH3UOIOTHICCKON
HE3PEJIOCTHIO JETCKOTO OpPTaHu3Ma, TaK U MpeodiaJaHieM BPOXKICHHBIX WM PAHO
PUOOPETEHHBIX ATHOJIOTHYECKHX (DaKTOPOB, BKIOYAs TPOMOO3 BOPOTHOW BEHBI,
OWIMapHyIO0 aTpe3Wi0 M BpOKIcHHBIM (uopo3 medenu (Shneider et al., 2016).
[laToreHeTnueckn TPOIECC XapaKTEPU3YETCS IBYMS OCHOBHBIMU 3BCHBSIMHU:
YBEJIIMYECHUEM COCYAHNCTOTO CONPOTHBICHHS (3a cdyer ¢ubpo3a, TpoMOO3a WU
KOMIIPECCHH) H yCHJIEHHEM TMOPTAJbHOTO KPOBOTOKA, OIMOCPEIOBAHHOTO
BAa30aKTUBHBIMU CYOCTaHIIMSIMH, TaKMMH KaK OKCHJ a30Ta, JHAOTEIWH-1 u
npocrarianaubel (Garcia-Pagan et al., 2019). DTu u3MeHeHHs 3amyCcKarT KacKa
BTOPUYHBIX HAPYIICHUHN, BKIIIOYAs CTICHOMETAINIO, BAPUKO3HOE PACIIUPEHUE BEH
MUIIEBO/IA U KEITYJKa, a TAKKE CHCTEMHbIE META0OJNYECKUE CIBUTH, UTO JIeJIaeT
MOPTANIBHYIO0 TUIEPTEH3UIO HE TOJBKO JIOKAJIBLHOW COCYJIUCTON MAaTOJOTUEH, HO U
CHUCTEMHBIM 3a00JIEBAHWEM C BBIPQXCHHBIM KIMHHYECKUM TOJUMOPPU3IMOM. Y
JeTell  JaHHOE COCTOSIHHE  JOMOJHHUTENIBHO  OCJIOXKHSAETCS  OTpaHU4YCHHOU
CIIOCOOHOCTBIO TEUEHW K pEereHepay W ajanTaliy, 4TO OmpenesseT Oolee
arpecCMBHOE TEUEHHE M BBICOKUHN PHUCK >KHU3HEYTPOXKAIOIINX OCIOKHEHHUM, TaKUX
KaK OCTpbIe KPOBOTEUCHHUS WM MEYeHOUHas HemoctarouHocth (D’Antiga, 2017).
Takum 00pa3oM, nOpTajdbHas TUIMEPTEH3Hs y JIeTeld NpencTaBisgeT coOoM
MHOTO(AKTOPHBIN  CHHAPOM, TPEOYIOIIMK  TIIyOOKOTO  TMOHUMAHUS  €ro
MOJICKYJIIPHBIX, (PU3HOJOTHUCCKUX M KIWHUYECKUX AaCIIEKTOB IS pa3pabOTKH
3¢ ()EKTUBHBIX TUATHOCTHYECKHUX U TEPAMEBTUUYCCKUX CTPATETHM.
- 1.2 DTHos0rUA ¥ MATOPU3HOJIOT U

B omimmume OT B3pOCHBIX TAIMEHTOB, Yy KOTOPHIX Mpeo0anaroT
npuoOpEeTeHHBIC 3a00JIeBaHMs TICYCHHM, TaKUE KaK aJIKOTOJBHBIA IHPPO3 WIU
BUPYCHBIC TCIATUTHI, Y JeTel BeAyuMu npuanHamu [1I7 SBiIsroTcst BpOXKICHHBIE
aHOMaJIN¥, HACIICACTBCHHBIE HAPYIICHUS W paHO MaHU(ECTUPYIOIINE MaTOJIOTHH
renatoommmaproi cucremsl (Shneider et al., 2016). Dtuonoruueckue (HakTops

OPUHATO  KJIaccH(PUIMpPOBAaTH MO aHATOMMYECKOMY YPOBHIO  HapylIeHUS



OPTAIBHOTO KpPOBOTOKA: IpereYeHOYHbBIC, BHYTPHUIICYCHOYHBIE
(mpecuHycOWIaabHble,  CHHYCOMJAIbHBIE WM IOCTCHHYCOHMJAJIbHBIC) |
MOCTIICUCHOYHBIC, KaXKIbIA W3 KOTOPBIX HMMEET CBOM I1aTOI'CHETHYCCKUC
OCOOCHHOCTH.

L)
% Ilpeaneuenounan ¢popma I1I'- npu
TpoMOO3€e (CTeHO3€) MOPTaTbHON WU
CEJIE3€HOYHO! BEH

@opmMbl NOPTAJILHOI FHNIEPTEH3HH

Nevenounan sena il

+ Bayrpuneuenounas gopma III'- nmpu
LIUPPO3€ MeUYEHU, XPOHNUECKOM BHPYCHOM
renature, (udpose neueHu, boaesnnp
Bunscona KonoBasiosa, omyxosieBom
nporecce

#+ [locTtnewenounan popma I1II" —napymenue
MPOXOAUMOCTH HUIKHEN MOJION BEHBI,
TpoMO03 meyeHOYHbIX BeH (cunapom bagna-
Kwuapu), noBbIlIeHNE 1aBJI€HUs B PABBIX
oThenax cepaua

BOpOTHAR Bewa

Epanvsmmaniies A K. Kimtririe ckas XHpyprivg. HaloHalbHoe pykoroAcTBO. ['DOTAP-Meana. 2009

[IpeneueHOYHBIC MPUYMHBI COCTABIIIOT 3HAYUTEIBHYIO 00 cirydaes 117y
JIeTeN 1 Yalle BCero acCouuupoBanbl ¢ TpoMO0030M BopoTHOM BeHbl (TI'B). TI'B y
HOBOPOXKICHHBIX W  MJIQJICHLIEB HEPEIKO BO3HMKAeT KaK OCJIO0KHEHUE
KaTeTepu3aliy IMynoYHOW BEHbl B HEOHATAJILHOM IEPUOJE, YTO MOATBEPIKIAETCS
peTpocnekTuBHbIME HccienoBanusamu (Morag et al., 2018). JlonoJHUTEIbHBIME
(bakTopaMu pHcKa SIBISIOTCS] HACTIEICTBEHHbIE TPOMOO(PHIINY, BKIIOYAsi MyTalllH B
reHax (akropa V Jlefinen, nporpomonna (G20210A) u nedumut nporennoB C, S
win antutpomouna Il (Sarin et al., 2018). BpoxaeHHble aHOMAIUU COCYAMCTOTO

pyciia, Takue Kak KaBepHO3Hasl TpaHChOpMaiusi BOPOTHOW BEHBI WJIM areHe3us



MOPTABHONW CHCTEMBI, TaK)Xe€ BHOCAT BKJIQJ B OTy TPYIIy, XOTS WX

pacipoCTpaHEeHHOCTh OCTAaeTCsl OTHOCUTENLHO Hu3Kou (Fischmann et al., 2021).
BHyTpuriedeHOUHBIE TIPUYUHBI MOAPA3JCIAIOTCS HA MPECHHYCOHIATbHBIC,

CUHYCOWJIAJIbHBIC W IOCTCHHYCOWJAJIbHBIC B 3aBUCUMOCTH OT JIOKAJIU3alluu

0OCTPYKITHH.

BaprKOIROe PACLINPONNE BN
nuwesona

MOYEHOMHBIC BEHLI CYyXeHBI CANCHOMETranya XapaxrepHa,

TMNEPCNNEHHIM

gﬁ PPO3 NeveHu

MW WKHCTOIOMOT

Fenaromeranmsa
WA YMEHBLCHKE
PASMEPOB NEYEHN
NP UMppose

EBOpPOTHAA SONA yMEP

CeNeICHONHAR BOMI HEIHAYHTENRHO PACIMPEMA

ACuMT Xapaxrepen
[Ipecunycounanwhas I1I" y nereit wamie Bcero oOyciaoBI€HA BPOXKICHHBIM
¢GbuOpPO30M TMEYEHU WA IMIMCTOCOMO30M (B DHJIEMUUYHBIX PETHOHAX ), TIPU KOTOPBIX
bubpoTHyecKre U3MEHEHUS 3aTPAaruBalOT MOPTAIbHBIC TPAKThI 0€3 3HAYUTEITHLHOTO
BoByieucHus: cuHycoumoB (Thalheimer et al.,, 2020). Cunycomnanenas IIT,
HAIPOTUB, CBsi3aHa C NU(PPY3HBIMU MAPEHXUMATOZHBIMHU 3a00JIEBAHUSIMH, TAKUMHU
Kak OwJiMapHasi aTpe3usi — HauboJiee yactas NpUYMHA IUppo3a MEeUeHH y AeTei
paHHero Bo3pacTa, coctaBisiromas 10 50% ciaydaeB TpaHCIUIAHTALMM NEYEHU B
nemuarpun (Hackl et al., 2019). K npyrum BHYTPUIICUCHOYHBIM 3THOJIOTHSIM
OTHOCSITCA MeTabonndeckue HapyiuieHus: (0one3nb Bunbcona, nedunur anbda-1-
AHTUTPUIICHHA), AYTOUMMYHHBIA TEMATUT U XPOHUUYECKUE BUPYCHBIC HH(EKIIHH
(remmatutel B u C), x0T mocieaHue BCTPEUAIOTCS peke B JACTCKOM TOIMYIISITUY.
[Tocrcunycounanenas [ accourmpoBaHa ¢ peIKUMHU COCTOSHUSIMM, TAKUMH Kak

BEHOOKKIIIO3MOHHasi Oone3nb medeHn (BOBII), Bo3Hukatomass B pe3yibTaTe



TOKCUYECKOT0 BO3/ICMCTBUSI XUMUOTEPAIIUU WIIM TPAHCIJIAHTAIIMM KOCTHOTO MO3ra
(Rockey, 2021).

[TocTneyeHOYHbIE TPUYUHBI BKIIOYAIOT OOCTPYKIIUIO HA YPOBHE MEUECHOYHBIX
BEH WJIM HIDKHEH IMOJIOM BEHBI, Yallle BCero 00yCIOBICHHYIO cUHApoMOoM banna-
Kuapu (TpoM003 meueHOYHBIX BEH) WJIM MEMOpPaHO3HOM OOCTPYKIIMEH HIKHEH
MOJIOW BEHBl. OJTU COCTOSIHUS MOTYT OBITh KaK BPOXICHHBIMH, TaK U
NPUOOPETCHHBIMU, TPUYEM HUX  OTHUOJOTHS  HEPEIKO  TMEpeceKaeTcss ¢
rHIepKoaryIsnuonHsiMu Hapymenusmu (Ling et al., 2020). Peakue cnyyau I1TN y
JIeTe TaKXKe€ CBSI3aHbl C DKCTpaBa3ajbHOM KOMIpeccuen (OMyXOoju, KUCThI) WU
ATPOTE€HHBIMU  (paKTOpaMM, TaKUMU KaK [OCJEJACTBUS  XUPYPTrUUYECKHUX
BMEIIATENbCTB HA IIEUCHH.

Takum oOpazom, stuosiorust I1I" y nereilt xapakrtepuszyercsi BbIpa)KEHHOMN
re€TEPOr€HHOCTHIO, TJI€ JOMUHUPYIOLIAs POJIb MPUHAIIEKUT BPOXKIACHHBIM U PaHO
MaHU(ECTUPYIONIUM  HapyIIEHUsSM, UYTO  MOJYEPKUBACT  HEOOXOJUMOCTh
nudepeHIUPOBAHHOTO MOX0/1a K TUarHOCTUKE U JICYEHUIO C YU€TOM BO3PACTHBIX
Y TEHETUYECKNX OCOOCHHOCTEH.

MaTopuszunosorus

[Tatodu3nonorus MOpTaJbHON TUIEPTEH3UH Y JIETEH MPEACTAaBISIET COOOM
CJI0’KHBII MHOTOYPOBHEBBIM IMPOLIECC, BKIIOYAKOIINN HAPYUIEHUS] TEMOJIUNHAMUKU,
CTPYKTYPHOE PEMOJICIIUPOBAHUE COCYAOB U aKTUBALIMIO MOJICKYJISIPHBIX KaCcKasoOB,
KOTOpPbIE B COBOKYIHOCTH ONPEACNISIIOT KIMHUYECKOE TEUEHHE W MPOTHO3
3a0oseBanusi. OCHOBOIOJIAralOIIMM 3BEHOM I[aTOreHe3a SIBISETCS TOBBIIICHUE
JaBJICHUsI B  CHCTEME BOPOTHOM BEHBI, OOYCJIOBJICHHOE YyBEIMYCHUEM
COTPOTHUBJICHUSI KPOBOTOKY W/WIM TUIECPAMHAMUYCCKON IUPKYJAIHUEH, YTO
3aITyCKaeT Kackajl KOMIIEHCATOPHBIX M MaToJornyeckux m3Mmenenuit (Bosch et al.,
2021).

I'emognnamuueckue HapymieHus. [lepBUYHOE MOBBIIIEHUE CONMPOTHUBICHUS
MOPTATLHOMY KPOBOTOKY MOMET TMPOUCXOAUTh Ha pa3IMYHBIX YPOBHSX B
3aBUCHUMOCTH OT 3tHojorud. [lpm mpeneueHounor III' (Hampumep, TpomMOo3e

BOPOTHOM BEHBI) OOCTPYKIIMSI BO3HHUKAET JO CHHYCOMJAIBHOTO pycia, YTO



MPUBOJUT K CHIDKEHUIO TOPTAJbHOTO TPHUTOKA K TEYeHH W (HOPMHPOBAHUIO
KOJIATepaIbHOT0 KPOBOOOpAIIICHUS Yepe3 MOPTOCUCTeMHBIe yHTHI (Garcia-Pagan
et al., 2019). Buyrpuneuenounasi III', HampoTuB, cBsi3aHa C HapyIICHUEM
MUKPOITUPKYJISIIIMA B CHHycoHnax, rae (Gpubpo3, sHmoTeIManbHas AUCHYHKINA U
TPOMOOTHYECKME HW3MEHEHHUS BBI3BIBAIOT CYKEHUE COCYIUCTOTO MPOCBETA.
[TocTtcunyconnanbHas oOCTpykius (Hampumep, npu cunapome banna-Kuapu)
XapakTepu3yeTcsl HapylIeHWEeM OTTOKa W3 TEYEHU, UYTO YCUJIIMBAET 3acTOM B
CUHYCOUJIaX U MOBBIIIACT JABJICHUE B MOPTAILHOM cUcTeMe. Y JIeTel 3T IPOLIECChI
yCYryOJIsIFOTCSl  HE3pPEJIOCThI0 TeNaTOLE/UIIOSPHBIX MEXaHU3MOB  pEryJsiliud

KpOBOTOKa H MEHBIIEH CIIOCOOHOCTBIO K ajamnranyumn  COCyaucToro ToOHYCa

(D’Antiga, 2017).

MornekynsipHble ¥ KIETOYHBbIE MEXaHU3MBL. lleHTpanpHYy!0O poib B
nporpeccupoBanuu [IIT urpaer sHmoTeNMMaNbHAS TUCHYHKITHS, OTOCPEIOBAaHHAS
nucOaIaHCOM Ba30aKTHBHBIX MeauaTopoB. CHIDKEHHE TPOAYKIIMHA OKCHAA a30Ta
(NO) B meuyeHOYHBIX coCyaax, Ha (poHE ero M30BITOYHON reHepallii B CHCTEMHOMN
IUPKYJISIUH, CIOCOOCTBYET JIOKAJIbHOMY Ba30CIa3My M CHCTEMHOM Ba30uIaTallid
(Gronbaek et al., 2019). AxrtuBamus »3HmoTenuHa-1, adruoreHsuHa Il u
KaTeXOJaMHUHOB  JIONIOJHUTEIILHO  YCHJIMBAaET COCYIUCTOE  CONPOTHBIICHHE.
Bocnamurenpable mutokuHbl (TNF-a, 1L-6) u daktopsr pocra (VEGF, PDGF),
NpOAYIMPYEMbICe aKTHBHPOBAaHHBIMU KieTkamu Kymndepa W 3Be3mM4aThIMU
KJICTKaMH, CTUMYJIUPYIOT (GuOporeHe3 © aHTMOreHe3, 4YTO IMPUBOAMWT K
PEMOJICIIMPOBAHKMIO TIOPTAILHOTO pyciia W (HOPMHPOBAHHIO MATOJOTHYCCKHX
koyarepaneit (Zhang et al., 2023). YV nmereit atu mporecchl mpoTekaT Ha (oHE
BBICOKOH  METaOOJIMYECKOM aKTHMBHOCTH TICUEHH, YTO MOXKET YCKOPATH
budpoTHICCKHE N3MCHEHHUSI.

['unepauHaMuyecKas MUPKYJANUA. B OTBET Ha MOPTAIBHYIO OOCTPYKIIHIO
pa3BHBacTCI CUCTEMHas BazoauaTalus, onocpeaoBandas NO, mpocrarianinuHaMu
¥ TJTFOKarOHOM, YTO YBEJIMYUBAET CEPICUHBIN BBIOPOC M MOPTAITBHBINA PUTOK KPOBU

(Tripathi et al., 2022). DtoT (eHOMEH, M3BECTHBIH Kak THIIEpIUHAMHYCCKAS



UPKYJSAIUsS, 0OCOOCHHO BbIpaXkeH y neTeil ¢ BHeneueHouHou I1I7, rae coxpanHas
(bYHKIUS TeYEHN HE OTPaHUYUBACT MPOAYKIINIO BA30aKTUBHBIX BemlecTB. OTHAKO Y
NALMEHTOB €  LHUPPO30OM  3TOT  MEXAaHU3M  OCJIOKHSETCS  [EYEHOYHOMU
HEJIOCTATOYHOCTBIO, YTO MPUBOJMT K AECKOMIIEHCALIMN U HAKOTUIEHUIO TOKCUHOB.

HOpTOCI/ICTeMHBIG KoJuI1aTepain U OCIOKHCHHA.

{ ; l ’
.

Puc. Tlopra-kaBa/ibHBIC AHACTOMO3KI B 061aCTH (mo A. H. M y).
Opnua w3 perseit v, lienalis (1) u cam cTson ee (2) KPYIHBIM ¢ nesoit Benoit (3),

[ToBbillieHWE AaBieHWS B TOPTAJIBHOW CHUCTEME CTUMYJIUPYET pPa3BUTHE
KOJUTaTepaIbHOTO KPOBOOOPAIIEHUSI Yepe3 €CTECTBEHHBIC MIYHTHI (MUIIECBOIHbIE,
pPEKTalbHBbIE BEHBI), UTO JISKUT B OCHOBE TAKHUX OCJIOKHEHUW, KaK BapUKO3HOE
pacumpenre BeH u kpoBoteucHus (Ebel et al., 2022). ¥V nereit sTtor mporecc
IpOTEKaeT OBICTPEE H3-3a MEHBILIEro JuaMeTpa COCYJOB M HMX MOBBIIICHHON
AIACTUYHOCTH, YTO YBEJIMUYMBAET PUCK pa3pbiBa. CriieHoMeranus, 00ycioBiIeHHas
3aCTOEM B  CEJIE3€HOYHOM  BEHE, CONPOBOXKAAECTCS  TUIEPCIVICHU3MOM,
MPOSBIISIONIUMCS  TPOMOOIIUTOIICHHEH W JICKKOIIGHHEH, 4YTO JOMOJHUTEIBHO
ocnoxuser remoctas (Mileti & Rosenthal, 2019).

Cucrtemnnie 3¢ dexTs. Xpounueckas [1I" y nerei oka3piBaeT BO3ICHCTBHIE HA
METa0O0JIM3M U POCT, BBI3bIBAS THUIOATLOYMHHEMUIO, 3aJEPKKy (HU3NYECKOTO
pa3BUTUSI YW  HEUPOKOTHUTHBHBIE HApyIIEHUs 3a CYET TMOPTOCHUCTEMHOM

sanedamonatun (Siramolpiwat et al., 2018). DTu u3MeHEHHS MOAYEPKHUBAIOT



CUCTEMHBIM XapaKTep MATOJOTUH, BBIXOIAIINN 3a PAMKH JOKAJIBHBIX COCYINUCTBIX
HapyLICHUHN.

Takum oOpazom, naroduszuonorus III' y nmereit mpencraBisieT coOoi
JVHAMMYHBIA  IPOLECC, B KOTOPOM IIEPEIUIETAIOTCA TIE€MOJWHAMUYECKHE,
MOJIEKYJIIPHBIE U CUCTEMHBIE (DaKTOPBI, OTIPEIEIISIONTNE BBICOKYIO BApHAOEIbHOCTh
KJIIMHUYECKUX MPOSIBJIEHUN U CIIOKHOCTh TEPANIEBTHYECKOTO MOAXO0/1a.

- 1.2.1 BposkaeHHbIe NIPUYMHBI

BpoxneHHble TPUYMHBI BOSHUKHOBEHUS MTOPTAIbHON THUIEPTEH3UH Y JAETEU
NPEACTABIAIOT COOOM TEeTEePOreHHYI0 TIPYIIYy MaTOJIOTUYECKUX COCTOSTHUM,
00YCJIOBJICHHBIX aHATOMUYECKUMHU, THUCTOJIOTMYECKUMU WIH (DYHKIIMOHAIBHBIMU
HapyLICHUSIMHU B CUCTEME MOPTAILHOTO KPOBOOOPALIEHHSI, KOTOPbIE POPMUPYIOTCS
B IIpollecce SMOpHOreHe3a WM MNepuHaTtaipHoro mnepuona. llopranbHas
TUIIEPTEH3US XapaKTepU3yeTCsl CTOMKUM ITOBBILICHUEM JIaBJIICHUS B BOPOTHOU BEHE
(06b1yHO BbIlIe 10—12 MM PT. CT.) BCienCTBUE Npe-, HUHTPA- WIN MOCTIEUYEHOUHBIX
NPEMATCTBUMA  KPOBOTOKY, YTO NPUBOAUT K PA3BUTHIO KOJUIATEPAJIBLHOTO
KpOBOOOpAIIEHUs, CIUIEHOMETalMM, aclluTa M BapUKO3HOTO pACIIUPEHUS BEH
NUIIEBOAA. Y AeTel BpOXKACHHbIC TPUUYMHBI UMEIOT CBOU OCOOEHHOCTH, CBSI3aHHbIE
C aHOMAJUSAMM Pa3BUTHUS COCYAUCTOM CHUCTEMBI, IIEYEHU W HACIEIACTBEHHBIMHU
MeTaboIMYECKUMHU HapyIICHUSIMHU.

[Iperenatnyeckue NTPUIUHBI

1. Bpoxnennsiit TpoM003 BopoTHO# BeHbl (BTBB)

MoaneyeHo4YHbI NopTasibHbIA 6/10K

MevyeHoMHAA BeHa MpuyunHbL:

* Tpom603 NOpTasIbHOW BEHBI.

* CTeHO03 BOPOTHOW BEHbI.

* Onyxonu, metactasbl B
06nacTy BOpOT NeveHu.

* Tpom603 ceneseHo4HoN
BEHbI (NpY OCTPOM
naHkpearuTe n apyrvue
3a60neBaHUsIX 6POLLHOM
nosocTn).

\ BOPOTHOR BEHe




OpHOM W3 KITIOYEBBIX MPUYUH SIBISIETCS TPOMOO3 BOPOTHOM BEHBI, 4acTO
aCCOLIMMPOBAHHBI C HEOHATaJbHBIMU (AaKTOpaMU pHUCKA, TaKUMHU Kak
KaTeTEPU3aLMs IMYIIOYHON BEHBI, CENICUC WM neruapartanusa. OQHaKo BpOXKIAEHHAs
IPEIPACIIONOKEHHOCTh MOXET ObITh OOYCIIOBJICHA aHOMAJIUSMH COCYIHCTOMN
CTEHKA WM THUIEPKOATYJSIIIUOHHBIMUA COCTOSHUSIMUA  (Harpumep, AeQUIUT
npotenHa C, S unu antutpombuna lll). B pesynpraTe TpOMOOTHYECKON OKKITIO3UN
dopMupyercsi KaBepHO3Hash TpaHcPopMmalMsi BOPOTHOW BEHBI —  CETh
KOJUUIATEPAIBHBIX COCYJOB, KOMIICHCHPYIOIIMX HAapyLIEHHE KpPOBOTOKA, YTO
KJIIMHUYECKH MPOSIBISAETCS CIUIEHOMErajaueil U r'urepCcrieHu3MOM.

2. AHOomManuu pa3BUTHS BOPOTHOU BEHBI

K penkuM BpOXIEHHBIM aHOMAJIMAM OTHOCSTCSI ar€He3usl, TUMIOILIA3Us WIIn
aTpe3usi BOPOTHOW BEHbI. JTHU COCTOSIHUSL MOTYT OBITh HM30JMPOBAHHBIMH WM
COYETaThCS C JAPYTUMH TOPOKAMH Pa3BUTHS, TAaKUMH KaK IOJMCIUICHUs, SItus
INVEersus uiu BpOXKJACHHBIC IOPOKHU ceparna. OTCYTCTBUE aJeKBATHOTO MOPTAIBHOTO
KPOBOTOKa MPHUBOJUT K KOMIIEHCATOPHOW THUIEPTPOPHUH NEYEHOUHOW apTepuH,
OJIHAaKO JABJICHUE B CUCTEME OCTAETCS MOBBILIEHHBIM.

NuTparenatuyeckue MpuIUHBI
1. Bpoxnennsiit ¢pubpo3 neueHu

OTO pelKoe ayTOCOMHO-PELIECCUBHOE 3a00JieBaHME, XapaKTepU3YIOLIEecs
T Py3HbIM  MEPUNIOPTATBLHBIM  (UOPO3OM TPU  COXPAHEHHOW JOOYISpHOU
apxuTekType ImedeHdu. llatoreHes cBsi3aH ¢ HapylIeHHEM HSMOPUOHAIBHOTO
pasButus ducCtus VENOSUS WM BHYTPUIICYCHOYHBIX COCYIOB. [ MCTOJIOrHMYECKU
BBISIBIIIIOTCS  (PUOPO3HBIE CENThl, CAABIMBAIOLIME TOPTalIbHbIE BEHYJbI, YTO
MIPUBOJUT K IMPECHHOUAAIBHOW MOPTAIBHOW TUnepTeH3uu. HYacTo coderaercs ¢
MOJIMKUCTO30M MOYEK B paMkax cunapoma Kapomu.

2. bunuapnas arpesus

Xotsi OunmumapHas arpes3usl yaile paccMaTpPUBAETCs KakK MPUOOpETEeHHOE
3a00JieBaHUE, €€ BPOXKJICHHBIM XapakTep MOJTBEpPXAAeTCsl paHHUM HayajioM (B
MEepPBbIE HEAENM >KU3HU) M BO3MOKHOM CBSI3bI0 C T€HETHUYECKUMH MYTalUsIMU

(manmpumep, B reHax JAG1 wnu NOTCH?2). [Iporpeccupytromuii pubpos u nuuppos,



pa3BuBaromuecs Ha (oHe OOCTPYKUMHM JKEMTYHBIX MyTeH, BBI3BIBAIOT
WHTPArernaTuyecKyto MOPTaIbHYI0 THIEPTEH3UIO, OCIOKHAIOIIYIOCS acCUTOM U
MEYCHOYHOMN HE0CTATOUHOCTHIO.

3. Metabonnyeckue u TeHeTHUECKUE HaPYIICHHS

HacneactBennbie 00sie3Hn 0OMeHa BEIIECTB, TAKKUE KAK TJIMKOreHO3bI (THIl |,
I11, V), ranakro3emus, THpO3UHEMUS WK JePUIUT anbdha-1-aHTUTPUTICUHA, MOTYT
UHAYIUpPOBaTh (HUOPO3 TMEYEHH U MOPTAIbHYIO THIEPTEH3UI0 YK€ B paHHEM
Bo3pacte. Hampumep, npu rimkorenose |1V HakomiieHre aHOMajIbHOTO TJIMKOTEHa
NPUBOJUT K LUPPOTHUECKUM H3MEHEHUSIM, a MPU THUPO3UHEMUU TOKCUUYECKHUE
MeTa0O0IUThI MOBPEXKIAAIOT FE€NAaTOUThI, HHUIIUUPYS BOCHalieHHe U (uOporeHes.
[TocTrenatnyeckue NPUINHBI
1. Cunnpom banna-Kuapu (BpoxaeHHbIe (hOPMBI)

BpoxneHHble aHOManWM TIEYEHOYHBIX BEH WM HIKHEH IM0JOM BEHBI
(Hanpumep, MeMOpaHbl, CTEHO3bl WJIM aTPE3usi) MOTYT MPUBOJIUTH K OOCTPYKIIMH
OTTOKA KpOBM M3 TM€YEHU. Takhe COCTOSHUSA MHOI/IA ACCOLMHPOBAHBI C
reMaToJIOTUYECKUMH HapylieHusMu (Hampumep, mytanuu B rene JAK2) wmum
BPOXKJICHHBIMU TOPOKaMU COCYOUCTOM cucteMbl. [loBbllleHWE [aBieHUs B
CUHYCOMJaX MEUYECHU BbI3BIBACT BTOPUUHYIO MOPTAJIbHYIO TUIIEPTEH3UIO.

2. AHOMaNuu HUYKHEW MOJI0N BEHbI

BpoxkneHHble CTEHO3bl UM MEMOpaHbl B HIDKHEW 10JI0i BeHe (HampuMmep, B
pamMKax CHHApOMa MEMOpPaHO3HOW OOCTPYKIIMM) HAPYIIAIOT BEHO3HBIA OTTOK, YTO
pPETPOrpajHO MOBBIIIAET JIABJICHUE B MOPTAJIBHOW CUCTEME. DT aHOMAJIMU MOTYT
OBITh TMArHOCTUPOBAHKI B IETCKOM BO3pacTe MpH 00CIeJOBaHUH T10 MOBOY acluTa
WJIM TeTIaTOMET NN,

[Tatoduznonsoruueckue acreKThI

BpoxneHHble TPUYMHBI MOPTAIBHOW THUIEPTEH3UU Y AETEU OTINYAIOTCA
BBICOKOM BapraOeIbHOCThIO KIIMHUYECKUX TPOSBIICHUN B 3aBUCUMOCTH OT YPOBHS
oOctpykiuu. Ilperenaruueckre ¢GopMbl daille MNPOTEKAIOT C H30JIUPOBAHHOM
CIUIEHOMETajuel, Torga Kak HWHTpa- M [OCTIENaTHYEeCKUE  BapUAHTHI

COTMPOBOXKJIAIOTCS ~ MPU3HAKAMU  TMEUYEHOYHOM  aucyHkumu.  JlmurenbHOE



MOBBINNICHUE TIOPTAIBHOTO JABJICHUS TPUBOJUT K aAKTHBAIMU BAa30aKTHBHBIX
MenuatopoB (dHAOTENHMHAa-1, OKcuAa a3oTa), PEMOACIMPOBAHUIO COCYIOB U
(bopMHUPOBAHUIO TOPTOCUCTEMHBIX ITYHTOB, YTO YCYT'yOJIsieT THIEPAUHAMHYECKYIO
ITUPKYJISIIHIO.

- 1.2.2 IlpunoOpeTeHHbIEe MPUYNHBI

[IpuoOpeTéHHble MPUYUHBI BO3HUKHOBEHHUS! MOPTAIbHON THUIEPTEH3UH Y
JeTel MPEeACTAaBISAI0T COO0M TeTEPOreHHYI0 I'PyIIly NaTOJOIMYECKUX COCTOSHUM,
0OyCJIOBJIEHHBIX HApPYIIIEHHEM KPOBOTOKA B CHCTEME BOPOTHOM BEHBI, MEUEHOUHBIX
BCHAX WM CHHYCOHJAX TCYCHHW. ODTH HAPYIICHUS TPUBOIAT K ITOBBIIICHUIO
JABJIEHUSI B TIOPTAJIbHOM CUCTEME, UTO COMPOBOXKIAETCS PA3BUTUEM KIIMHUYECKHUX
MPOSIBJICHUM, TaKMX KaK CIJICHOMETrajusi, acIlUT, BapUKO3HOE paCIIUpPEHUE BEH
NUIIEBO/IA M JKENyJIKa, a TaKXe THIEpCITIEHu3M. B oTimuue oT BpOXKAEHHBIX
aHOMAaJIUN, MPUOOPETEHHBIE MPUYUHBI (DOPMUPYIOTCS B MOCTHATAIBHOM TEPHOJIE
MOJ  BO3JCHCTBHEM  PA3jUYHBIX  ATHUOJIOTMUECKUX  (DaKTOpPOB,  BKIIOYAs
MH(EKIMOHHbIE, BOCATUTENIbHBIE, TPOMOOTUYECKHE U TOKCUYECKHE MPOLIECCHI.

OpHoit U3 BeAyIUX MPUYUH MPUOOPETEHHOW MOPTAILHON THIEPTEH3UHU Y
JeTel SBIAETCS LUPPO3 IE€YEHU, KOTOPbIA MOXET pa3BUBAThCS BCIIEICTBUE
XPOHMYECKMX TeMaTUTOB (Hampumep, BUPYCHBIX rematutoB B  wmm  C),
ayTOMMMYHHOTO T€MaTUTa WU METAa0O0INYECKUX HAPYIICHHUM, TAKMX KaK OOJIE3Hb
Bunbcona wnu gepuuutr ol-antutpuncuna. IIporpeccupyromuii  Gudpo3
NMEeYEHOUYHON TMAPEHXUMBI, COTPOBOXKIAIONINICS HAPYIICHHEM apXUTEKTOHUKU
opraHa, NHPHUBOJUT K CYKEHHIO CHUHYCOMJAJBLHOTO MPOCBETA M MOBBIIIECHUIO
CONMPOTHUBJIEHUS! MOPTaJIbHOMY KpPOBOTOKY, 4YTO KJacCU(PUIMpyeTcs  Kak
BHyTpHUNeUEHOUHAS (hOpMa MOPTATLHON TUIIEPTEH3HH.

Hpyroii 3Ha4unMON MPUYUHOMN SIBJIIETCA TPOMOO3 BOPOTHOM BEHBI, KOTOPBIM
MOKET OBITh CITIPOBOIIMPOBAH KaK JIOKAJTBLHBIMH, TaK U CUCTEeMHBIMU (pakTopamu. K
JIOKAJTBHBIM (PAKTOpaM OTHOCSTCS MH(PEKIIMOHHBIE TIPOIIECCHI (HampuMep, oMQpaiut
uin abciecchl OPIOIIHONM MMOJOCTH), TPaBMbl WJIM HHBA3UBHBIE MEIULIUHCKUE
BMEIIIATEILCTBA, TaKW€ KaK KaTeTepu3alus MYNMOYHOW BEHHl B HEOHATAIHHOM

nepuoje. CucreMHbie (HakTOpbl BKIFOYAIOT HACIEICTBEHHBIC WU MPUOOPETEHHbBIC



TpOMOOPHUINYECKHE COCTOSIHUS, TaKue Kak AeQuuT nporenHa C, nporenHa S nin
antutpomOuHa lll, a taxke antudochomunuaneiii cuHapoM. TpomboTHUecKas
OKKJIFO3Msl BOPOTHOW BEHBI HAPYLIAET OTTOK KPOBH U3 OPraHOB OPIOIIHOM MOJIOCTH,
YTO MPUBOJUT K MpenenaTuueckoi popme mopTaabHON TUIePTEH3UN.

XpOHUYECKUE BOCHAIMTEIbHBIE 3a00JIEBaHUSl KUIIEUHUKA, TaKUE Kak
A3BEHHBIM KOMMUT WM Oosie3Hb KpoHa, Takke MOryT COCOOCTBOBATH Pa3BUTHUIO
NOPTaJbHON THUIEPTEH3UH Yy JETe 3a CYET BTOPUYHOIO MOPAKEHUS IE€YEHU
(Hampumep, CKJIEPO3UPYIOLIEr0 XOJIAHTUTa) WIM CUCTEMHOIO BOCHAJICHUS,
poBoLKpYIOIIEro TpoMOooOpazoBanue. Kpome Toro, Tokcuueckoe BO3ACMCTBUE Ha
ne4eHb, OOYCIIOBJIEHHOE MPUEMOM TeMaTOTOKCUYHBIX MpenapaToB (Hampumep,
METOTpeKcaTa) WM BO3JAEHCTBUEM XMMHUYECKUX areéHTOB, MOXET HMHAYLHUPOBATh
(¢uOpPO3 U MOPTAIBHYIO TUIIEPTEH3UIO.

Penkumu, HO 3HAYMMBIMU NPUYMHAMHU SIBISIOTCS OIYyXOJIEBBIE IPOLECCHI,
TaKME€ KaK TIenaToLEIUIIoIApHas KapLUHOMA WIM METaCTaTUYECKOE IOPAKECHUE
NIEYEHU, KOTOPHIE MOTYT CJABJIMBATh BOPOTHYIO BEHY WIIA IEYEHOYHBIE BEHBI,
Hapylas TIeMOJWHAMHUKy. Takke CTOUT YyNOMsAHYTh CUHIApoM banna-Kuapw,
MPEACTABIAIONIMI cO00i TpoMOO3 MEUYEHOUHBIX BEH, KOTOPHIA, XOTSA M Yalle
BCTPEUAETCSl y B3POCIBIX, MOXKET MPOSIBIATHCS B JETCKOM BoO3pacTe Ha (oHE
TUIEPKOATYJISLIMOHHBIX COCTOSIHUI WJIM KOMIIPECCUU BEH OITYyXOJIBIO.

- 1.3 Kinaccuukanus moprajJbHOM rHNEPTEH3MH Yy AeTel

VY nereii I1I" oTnuvaercst OT TaKOBOM y B3POCIIBIX OOJIbINEH BapuadeTbHOCTHIO
OPUYMH, MpeoOJaJaHueM BpOXKIECHHBIX aHOMajJuil W MEHbLIEH YacTOTON
HUPPOTUYECKUX HW3MEHEHUWW TmedyeHu. Hwuke mnpeacraBiieHa pa3BepHyTas
KJIacCU(UKaLMsl NOPTAIBbHON THUIIEPTEH3UH y JeTed, OCHOBaHHAs Ha STHOJIOTHUH,
aHATOMHYECKOW JIOKaJU3alluh OOCTPYKIMM, IMATOI€HETHYECKHMX MEXaHu3Max H
KJIMHUYECKUX OCOOCHHOCTSIX.

1. Knaccudukanys no aHaTOMMYECKOH JIOKaIU3aul OOCTPYKIIMU KPOBOTOKA
[TopTanbHas runepTeH3us y AeTei TpaIuluOHHO NOIPa3IEeseTCsl HA TPU OCHOBHBIE
KAaTeropuu B 3aBHUCHMOCTH OT YPOBHS HapyLIEHUs KPOBOTOKAa B IMOPTAIBHOMN

CHUCTEMC:



1. [Iperenatuueckas (3KCTparenaTHueckas) HopTaibHas TUIEPTEH3US
OOCTpyKINS KPOBOTOKA JIOKAIHM3YETCS O BX01a BOPOTHOM BEHBI B IICUECHb.
- [IpuunHeL:

- Tpom003 BOpPOTHOH BEHBI (BPOXKIEHHBIM WM MPUOOPETEHHBIN, YacTo
aCCOLIMMPOBAHHBIN C KaTeTepu3alueil MyrnoYHol BeHbl B HEOHATAILHOM TEPUOIE,
CETNICUCOM WJIM JIeTUIpaTaluei).

- KaBepHosHnas Tpanchopmaiiis BOpOTHOM BEHBI.

- BpoxaeHnnbie aHoMaIuu BOPOTHOM BEHBI (aTpe3usi, TUIIOILIa3Us ).

- Kommpeccust BOpOTHOHM BEHBI OMyXOJSIMH WJIM KHCTaMu (Hampumep,
JUM(paHTHOMaMH ).

- Oco6ennoctu: [Ipeobnanaer y aerel paHHEro Bo3pacTa, 4acTo COMPOBOKIACTCS
COXpaHECHHOU (PYHKIIMEH MEUYeHHU.
2. Untparenaruydeckasi mopTajbHas TUIEPTEH3US

Hapyiienue KpoBOTOKa NPOUCXOJIUT HA YPOBHE MMAPEHXUMBI TICYCHH WIH
BHYTPHUIICYCHOYHBIX COCYIOB.

- [logkareropuu:

- [IpesinyconnanbHas:

- O®Oubpo3 rmneuyeHu (BPOXKIACHHBIM TemaTH4ecKuil (GuOpo3, CBA3AHHBIA C
MOJIMKUCTO3HOM 0O0JIE3HBIO MOYEK U NEYESHH).

- [ITistosomiasis (peaxo B 3HAEMUYHBIX PETHOHAX ).

- Capkou103 MeYCHHU.

- CuHycouganbHas:

- Hwuppo3 mnedeHn (BTOPUYHBIA MO OTHOLIEHHWIO K OWJIMApHOW aTpe3uu,
MYKOBHUCIIUIO3Y, META0OIMYECKUM 3a00JIeBaHUSIM, TAKUM Kak 0oyie3Hb BuibcoHa
WJIH TJIMKOTEHO3bI).

- BenoxkkiroznonHast 60J€3Hb MeUeHU (HampuMep, MOCIe XUMUOTEPAITUA UITH
TPaHCIUTAHTAIIMA KOCTHOTO MO3Ta).

- [TocTSinyconnaabHast:

- Tpom603 neuenounsIx BeH (curapom bagmna-Kuapm).

- BpO)KI[eHHBIe AHOMAJINU IICYCHOYHBIX BCH.



- Ocobennoct: YacTo cOmpoBOXKIaeTCS HAPYIIEHUEM CUHTETHYECKON (PyHKIHUU
MIEYCHU U TPOTPECCUPYIOMUM (HUOPO30M.
3. Iloctrenaruueckas nopranbHas TUIEPTEH3US
OOCTpyKIMs JTOKAIU3YeTCS Ha yYpOBHE OTTOKA KPOBH M3 MEUYECHU B HIDKHIOKO
HOJIyI0 BEHY WJIM [IPaBoOE MpeCcepane.
- [IpuunHeL:
- Cunnpom banna-Kuapu.
- KOHCTpUKTUBHBIN EpUKapIUT.
- TpomM003 HHKHEN MTOJION BEHBI.
- OcobenHocTH: Penko BcTpeyaeTcs y A€Tel, HO XapaKkTepU3yeTCsl BEIPAKEHHBIM
aCIIUTOM M CUCTEMHBIMU MTPOSIBIICHUSIMHU.
2. Knaccudukarus 1o 3THOJIOTUN
Otuosornyeckass KiacCU(pUKalus BBIACIAET BPOXKJIEHHbIE U NPUOOPETEHHBIE
npuuunsbl [1I°, uTo BakHO Ans quddepeHInaTbHON TUArHOCTUKU U ONPEEIICHUs
TEpaneBTUYECKOI0 MOAX0/A.
1. BpoxJiIeHHbIE IPUYNHBI:
- AHOManuu pa3BUTHS BOPOTHOM BEHHI (aTpe3usi, CTEHO3).
- BpokeHHbIH remarudeckuii puopos.
- [Tonukucro3Has 60€3Hb NEYEHU U TIOYEK (ayTOCOMHO-PELIECCUBHBIN THIM).
- Mertabonuueckue 3aboneBanus (raisakro3zeMus, ppykrozemus, nepuuur o-1-
AHTUTPUTICUHA).
2. IlpuoOpeTeHHbIe TPUIUHBI:
- Undexmmonnsie (rematutet B u C, mmmctocomos).
-  Tokcuueckme  (JIeKapCTBEHHBIE  MOpPAXKEHUS  IE€YEHH, BO3JEHCTBHE
METOTpPEKCaTa).
- AyToMMMYyHHbIE (AyTOUMMYHHBII T'€MIaTUT).
- SITporennsie (TpoMO03 TIOCIIE KATETEPU3AINH ITYTTOYHON BEHBI).
- Heomtactuueckue (remnaro6iaactoma, tumpoma).

3. Knaccudukanus mo naToreHeTHIeCKUM MeXaHu3MaM



[Tatorenes I1I' y nereit BKIIFOYAET KaK MOBBILIEHUE CONPOTUBIICHHUS] KPOBOTOKY, TaK
Y YBEJIIMYEHUE MOPTAIBHOTO KPOBOTOKA, YTO IIO3BOJIAET BBIICIUTH CIEIYIOLINE
KaTETOpUU:

1. O6cTpykTHBHAs dopma:

- [lepBuuHOE MeXaHWYECKOE MPEMATCTBHE (TpoM0O03, (HrOpo3, ONyXO0JIb).

- XapakTepu3yeTcsi BBICOKUM TPAJUEHTOM AaBJiCHHUS 0€3 THIepIuHAMUYECKOTO
KPOBOOOpAIIICHHUS.
2. N'unepnunamuueckas popma:

- VYBeJauueHHe NOpPTaIbHOIrO KpPOBOTOKA (HampuMmep, MpU apTEPUOBEHO3HBIX

(ducTylax WK CINIEHOMET AN ).

- HacTo BcTpeyaeTcs py COXPAHEHHON IEYEHOUHOU apXUTEKTYpE.

3. CMmemmanHas dopma:

- KoMmOuHamusi oOCTpyKIMH W TUNEPAUHAMHM (Hampumep, MpU LUPPO3E C
MOPTOCUCTEMHBIM IIIYHTUPOBAHHUEM).

4. Knaccudukarus 1o KJIMHUYECKUM MPOSIBIICHUSM U CTETICHU TSKECTH
Knunnueckast kaptuna I1I" y neredt BappupyeT OT O€CCUMITOMHOTO TEYEHHS [0
AKU3ZHEYTPOKAIOIIMX OCIOKHEHHUM, YTO TpeOyeT CTpaTU(PUKALINHN:

1. ITo HaMMYUIO OCIIOKHEHU:

- HexommmumupoBannas III" (acumnTomaTtnueckass WM C MHHUMAaJIbHBIMU
MPOSIBJICHUSIMU, TAKUMU KaK CIIJIEHOMETaus).
- Komrumnuposannas 11
- KpoBoTeueHue n3 Bapuko3HO pacIlIMpPEHHbBIX BEH MUILEBOA WM JKETy KA.
- Aciur.
- ['emaTopeHanbHbIil CUHIPOM.
- [Toprocucremuas sHuedanonatus (peaKo y aerei).
2. Ilo crenenu TsxkecTu (rpaaalus 1Mo rpaJueHTy JaBICHHUS):
- Jlerkas (rpaguent 6—10 MM pT. CT.).
- Ymepennas (10—15 MM prt. ct.).
- Tspxenast (>15 M pT. CT., aCCOMUPOBAHA C BLICOKUM PUCKOM KPOBOTEUEHUH ).

5. Knaccuduxkanus mo Bo3pacTHBIM 0COOCHHOCTSIM



YuuTeiBas pazaudus B STHOJOTHUU U KIMHUYECKOM TEUEHWU B 3aBHCHUMOCTH OT
BO3pacTa peOeHKa, BbIEISIOT:
1. HeonatanpHbIN nepro1 1 panHuid Bo3pacT (0—2 roja):

- IlpeobnamaroT mperenatuyeckrue MPUUUHBI (TPoMOO3 BOPOTHOM BEHBI IMOCIHE
KaTeTepu3alliy MyIIOYHON BEHbI, BPOXKICHHBIC aHOMAJIIH ).

- Bricokas yactoTa 0€CCUMITOMHOTO TEYEHHS C BBISBICHHEM CILICHOMETaJIuu
IIPY CKPUHUHTE.
2. JIomKoIBHBIN W MIKOJIBHBIN Bo3pacT (3—12 jer):

- VYBenuueHWe JONMM WHTparemaTHUeCKUX MpHunMH (OmiuapHas —aTpeswus,
MeTaboIu4YecKue 3a00JIeBaHUS ).

- [lepBbie An1M30/1b1 KPOBOTEUEHUIN U3 BAPUKO3HBIX BEH.
3. IToxpocTkoBbii Bo3pacT (13—18 ner):

- [Ipubnmxenne K 3TUOJIOTUHU B3POCIBIX (LIUPPO3, BUPYCHBIE T€ATUTHI).

- bonee BBIPA’KCHHBIC CUCTCMHBIC IIPOSBJICHHUA.

- 1.3.1 IlpenneyeHoYHasl, IEYCHOYHAS M NOCTIIEYCHOYHAS] TUIIEPTEH3US
[IpenneueHoyHas mopTajibHAs TUIEPTEH3US Y IETEU

[MpenneueHoyHas nmopranbHas runepTensus (prehepatic portal hypertension)
y JIeTel XapaKTepU3yeTcsl HAPYLIEHNEM KPOBOTOKA B CUCTEME BOPOTHOM BEHBI 110
e€¢ BXOoJa B TMEYEHb, 4YTO OOYCIOBJIEHO OOCTpYKUMEW WIH TPOMOO30M
BHEIIEUYEHOYHBIX COCYJOB. (OCHOBHOM IPUYMHONW JIAHHOTO COCTOSIHUSL Y
NeIMATPUICCKUX TAIIMEHTOB SBIISIETCST TPOMOO3 BOpPOTHOWM BeHbl (portal vein
thrombosis, PVT), xoTopblii MOXKET BO3HHKAaTh KaK OCJIOXHCHHE HECOHATaIbHOIO
cencuca, KaTeTepu3alMi  NYNMOYHOM  BEHbl  WIM  HAcJEICTBEHHBIX
TpoMOO(DUITNYECKUX COCTOSTHUM, TaKUX Kak Jeduuut nporenna C, npotenHa S win
mytarmusi  ¢daktopa |V Jleiimen. Ilatorene3 cBs3aH C  TOBBIIICHUEM
TMIPOJMHAMUYECKOTO CONPOTHUBIIEHHS B NPECHHOCTAJIBHBIX COCYyAaX, 4TO
MPUBOJUT K YBEJIMYEHUIO JIABJICHUS B BOPOTHOW BeHE 0€3 MEPBUYHOIO BOBICYEHUS

IMapCHXHUMBI IICYCHU.



KiimHnueckn mnpeanedeHouHas MOPTaJbHASI TUIEPTEH3HSl MPOSBIAECTCA
pPa3BUTHEM CIUIEHOMET AU, BAPUKO3HBIM PACIIMPEHUEM BEH MMUILIEBO/IA U KETy KA,
a TakXKe OHIU30/1aMU JKEIYJOYHO-KHUILIEYHBIX KPOBOTEUEHHUH, KOTOpBIE YaCTO
CTaHOBSITCS MEPBBIM CUMIITOMOM y J€Ted. ACIHHUT B TaKUX CIIy4asX BCTPEYAETCS
pexe, YeM TMpu TNEYEHOYHONM WM IOCTIIEYEHOUHOW (opmax, U OOBIYHO
aCCOLMUPOBAH C COMYTCTBYIOIIEH TUIMOAIBOYMMHEMHEH WIM TpoMOO30M,
pacupoCTpaHSIOIMMCA Ha ME3EHTEepUasbHble BEHBI. J(MarHocTrka Oa3upyeTcsl Ha
yJIBTPa3ByKOBOM HCCJIEIOBAaHUM C JonIuieporpadueil, KOTOPOE BBISBISET
TPOMOOTHUYECKHE MACCHI B MPOCBETE BOPOTHOM BEHBI, CHUKEHUE WU OTCYTCTBUE
KpOBOTOKa, a Takxe (OPMUPOBAHHE KOJUIATEPAIBHOTO KPOBOOOpAIECHUS
(kaBepHO3Hasg TpaHCcpopMalusi BOPOTHOW BEHbI). MarHUTHO-PE30HAHCHAs
aHruorpa@usi © KOMIBIOTEpHas ToMorpadusi JOMOJHSIOT — BU3yaIH3aLHUIO
COCYJICTOM MATOJIOTHH.

OTHONOrus NPEANECYCHOYHONW MOPTANIbHON TMIIEPTEH3UN Y JAETEN BKIIIOYAET
KaK BPOXKIEHHBIE, TaK U NpHUOOpeTeHHbIE (akTOpbl. Cpeau BpOXKACHHBIX AHOMAJIUN
BBIJIETISIIOT aTPE3UI0 WM TMIIOIUIa3UI0 BOPOTHOM BEHBI, a CPEeIU MPUOOPETEHHBIX —
MH(DEKIMOHHBIE TPOLECCHl (HampuMep, OMPaIUT HOBOPOXKICHHBIX) U ATPOTEHHbIE
noBpexaeHusd. JledeHue HampaBlieHO Ha YCTpaHEHHE OCHOBHOTO JegeKTa
KpOBOTOKa (TpOMOOJIU3UC, AHTUKOATYJSHTHAs Tepanus) W MpOPUIAKTHKY
OCJIO)KHEHH, TAKUX KaK MOPTOCUCTEMHOE ITYHTUPOBAHUE MPU PELUIUBUPYIOLIUX
KpoBOTEUEHMSIX. [[pOTHO3 3aBUCUT OT CTENEHU KOJUIATEPAIbHOTO KPOBOOOPAILIEHUS

N CBOCBPCMCHHOCTHU AUArHOCTUKMU.

[TeuenouHas nmopTaibHas TUNEPTEH3USA Y AETEU
[Tewenounas mopranpHas rurnepTensus (hepatic portal hypertension) y nereit
BO3HHMKAET BCIEACTBUE TMATOJIOTMUECKMX W3MEHEHHWH B TMApEHXUME IICUYCHH,
HapYIIAIONIUX KPOBOTOK HAa YPOBHE CHHYCOWJIOB WJIM IICHTPAJIbHBIX BEH IMEUYCHHU.
DTO COCTOSIHHME Yallle BCETO CBSI3aHO C IUPPO30M MEUEHH, KOTOPBIH Yy AeTel MOXKET
pa3BUBAThCA Ha (OHE BPOXKIECHHBIX META0OJMYECKUX 3a00JIeBaHM (Hampumep,

O0one3nn Bunbcona, MykoBuclHHMI03a, AepuuuTa anbda-l-aHTUTPUIICMHA) WU



xpoHnueckux BupycHbix renatutoB (HBV, HCV). IlaTtorenetnuecku neueHovyHast
nopTajgbHas TUIEPTEH3US o0ycIoBJIeHA COUYETaHHEM MOBBILICHUS
CUHYCOUJIATBHOTO COMPOTHUBIICHUS 13-3a (PrOp0o3a, BOCHIATICHUS U pEreHEPaTOPHBIX
y370B C AUCPYHKIMEW DSHIOTENUS U BHYTPHUIICUCHOYHOM Ba30KOHCTPUKIIMEH,
OTMOCPEIOBAHHON TUCOATAHCOM Ba30aKTUBHBIX MEAUATOPOB (IHAOTENUH-1, OKCHU]T
a3oTa).

KiimHnueckass KapThHa BKIIOYAET BBIPAKEHHYIO CIIEHOMETAJINIO, aCLuT,
BApUKO3HOE pACIIUPEHUE BEH MOPTOCHUCTEMHOTO aHACTOMO3a M IEUYECHOYHYIO
sHIIepaNoONaTHIO B 3aIyHICHHBIX CIOydasX. Y JeTed ¢ MEYeHOYHOW MOpTalbHOU
TUIEPTEH3MEd  4acTo  HAOMIOAAlOTCs  NPU3HAKKM  NE€YEHOYHO-KJIETOYHOU
HEJOCTAaTOYHOCTU: TUNOATBOYMUHEMUS, KoaryJjomnartus, enryxa. /[uarnoctuka
omupaeTcss Ha JabopaTOpHbIE MapKephbl (CHI)KEHUE albOyMHUHA, YIJIUHEHUE
IpOTPOMOMHOBOTO BpeMeHH), Busyanuszauuio (Y3U ¢ npuszHakamu Luppo3sa,
TaKUMU KaK HEOJHOPOJHOCTh MApEHXUMbl M Y3JI0BAaTOCTb KOHTYpa IE€YEHH) U
WHBA3UBHBIE METOJIbI, TAKME KaK M3MEpPEHHUE IPaJUeHTa MEUEHOYHOTO BEHO3HOTO
nasyienus (hepatic venous pressure gradient, HVPG), rae 3Hadenus Boitire 10 MM pr.
CT. MOATBEPKIAIOT KIMHUYECKU 3HAYUMYIO MOPTATBbHYIO TUIIEPTEH3UIO.

OTHoNOorusl TEeUYeHOYHOW ¢GOopMbl Yy JeTel pa3sHOoOOpa3Ha U BKIIIOYAET
OwMapHyro aTpe3uro (Hambosee 4acTyro MPUYMHY IIUPpO3a B paHHEM BO3pacTe),
ayTOMMMYHHBIM TENaTHT, a TaKXKe PEIKHe TeHEeTHUECKHe CHHAPOMBI, TaKhe Kak
MPOTPECCUPYIONTUN ceMeiHblli BHyTpurieueHouHbIl xonecta3 (PFIC). Jleuenue
HaIpaBJIeHO Ha KOPPEKIMIO OCHOBHOTO 3a00JieBaHus (HapHUMep, TPaHCIUIAHTALIHS
NeYeHU NpU OWIMAPHON aTpe3uu), CHUKEHUE MOPTAIbHOrO naBiieHus (Oera-
OJOKaTOpBl, BA30aKTUBHbIE IMpemapaTbl) M  YOPABIECHUE  OCIOXKHEHHUSIMHU
(3HIIOCKONMYeCcKas JMranusi Bapuko3HbIX BeH, [IPS). Ilpornos ompenensiercs
CTETICHbIO  JICKOMIEHCALIUM  TMEYEHOYHOM  (YHKIMM U JIOCTYIHOCTBIO

CHeHHaJII/ISI/IpOBaHHOﬁ ITOMOIIH.

[TocTneueHouyHast nopTanbHasi TUIEPTEH3U Y IETEN



[ToctrieueHouHas mopraiabHas runeprensus (posthepatic portal hypertension)
y JeTeil 00ycioBiaeHa 00CTPYKIIMEH OTTOKAa KPOBH HA YPOBHE MEYEHOUYHBIX BEH WIIH
HIDKHEW TOJIOM BEHBI, YTO NPHUBOAUT K 3aCTO0 B CHUCTEME BOPOTHON BEHBI.
Hawubomnee pacnpocTpaHeHHOM MPUYUHON siBisieTcst cuHapoM bamma-Kuapu (Budd-
Chiari syndrome), cBsi3aHHBIH ¢ TPOMOO30M MEUECHOUYHBIX BEH, a TaKXe TPOMOO3
HIDKHEW TI0JIOW BEHBI, 4YaCTO aCCOIMUPOBAHHBIM C MEMOpPAaHO3HON OOCTpYKIHEH
(membranous obstruction of the inferior vena cava, MOIVC). Dtu cocTosiaus MOTyT
ObITh  MAMONMATUYECKUMHM  WJIM  BTOPUYHBIMHU 1O  OTHOIICHHIO K
TUTIEPKOATYJISIITUOHHBIM COCTOSIHUSM (Hanpumep, aHTU(HOCHOTUNUIHBIA CUHAPOM,
myTtanusa JAK2 V617F), omyxossim uiu TpaBMam.

[TatoreHne3 BKJIIOYAET MOBBIIICHUE JABJICHHUS B CUHYCOMJAaX NMEYEHU H3-3a
HapyIIeHUsI BEHO3HOTO OTTOKA, YTO MPUBOJUT K KOHTECTUBHBIM H3MEHECHUSIM
MapeHXUMBbI, UIIEMUU TEMaTOIMTOB U BTOPUYHOMY (HUOPO3y TPHU XPOHUUYECKOM
TeueHnH. KIMHUYECKH MOCTIIEUeHOYHAas MOpTaldbHAas THIEPTEH3US MPOSBISETCA
MAaCCHUBHBIM aCLUTOM, T€MaTOMEeraiueil, OO0JIEBBIM CHHIPOMOM B IPaBOM
noapedepbe W BBHIPAKCHHBIM OTEKOM HUKHUX KOHEUHOCTEH MpHU BOBIICUYCHUU
HIDKHEN 1oJ1I0M BeHbI. CIUICHOMETaaus U BApUKO3HOE PACIIMPEHNE BEH MUIIEBOIA
pPa3BUBAIOTCS HA MO3[HUX CTaAUSX U MEHEE BBIPAXKEHBI, YEM IpPU MEUCHOUHOU
dbopme.

JlnarHoCTMKa OCHOBBIBAETCA HA BHU3yalIW3allMd: JOOMNIUIEPOBCKoe Y3U
BBISIBJISIET OTCYTCTBUE WJIM PETPOTPAIHBIA KPOBOTOK B IEUYEHOYHBIX BEHaX, a
KT/MPT ¢ xoHTpacTUpOBaHHEM JIEMOHCTPUPYIOT TPOMOO3 WJIM CTEHO3 COCYJIOB.
Benorpadust ocraercs «30J0TbIM CTaHAAPTOM» JUIsl MOATBEPKICHUSA AUArHo3a U
OLIGHKM aHaTOMMYECKUX ocoOeHHocTel. JlabopaTropHble JaHHBIE YacTo
Hecneuu(PUuHbl, HO MOTYT BKJIIOYaTh NPU3HAKKM OCTPOM  IMEYEHOUHOMH
HEJIOCTAaTOYHOCTH  MpH  MaccMBHOM  TpomOoze.  JleueHme  BKJIIOYAeT
AHTUKOATYJISTHTHYIO ~ TEparvio, aHCUMOIUIaCTUKY WJIM CTEHTHPOBAHHUE MpHU
JIOKAJIN30BaHHBIX CTEHO3aX, a TaKK€ XUPYPrHUeCKOe IIYHTUPOBaHHUE (Hampumep,
MOPTOKABAIBHOE NITYHTUPOBAHKUE) WJIM TPAHCIUIAHTAIMIO TICYCHHU B PEPPAKTEPHBIX

ciydyasx. IIporHo3 BappupyeT oOT OJaronpusiTHOTO TMPU CBOEBPEMEHHOMU



peKaHalu3alul COCYJOB JI0 HEOJAarompusATHOTO MpHU IPOTrpeccUpyrolien

NEYEHOYHOU TEKOMIICHCAIUN.

I'nasa 2. Kiimnn4eckasi KapTuHA
- 2.1 CuMnTOMBI U MX NPOSIBJICHUSA
Y nemuarpuyeckux mnamueHToB [II' MoxkeT OBITH CIEACTBHEM Kak
MPENEeYCHOYHBIX (HalIpuMep, TPOMOO03 BOPOTHOM BEHBI), TAK U BHYTPUIICUEHOUHBIX
(muppo3 medeHu, (GpuOpPoO3) WM TMOCTIEYECHOYHBIX (TPOMOO3 IEUCHOUYHBIX BEH,
cugapoM banna—Kwuapu) npuumH. KinHHueckass KapTMHA XapakTEepHU3yeTCs
MHOT000pa3leM CHMITOMOB, 3aBHUCSIIMX OT 3THOJOTMHU, BO3pacTa peOCHKa,
CTENIEHM KOMIIEHCAIIMM W JUIMTEJIIBHOCTH I1aTOJOrMYecKoro mpouecca. Huke
IPEICTABIICHO AETAIbHOE ONMKMCAHNE CUMIITOMOB U UX MPOSIBJICHUH.

1. Aciut

R

368

OnHuM W3 KapAWHAIBHBIX MPU3HAKOB MOPTAIBHOW THUIEPTEH3UU Y AETei
ABJIIETCSI ACUUT — HAKOIUJIEHUE CBOOOJHOM >KUIKOCTU B OPIOIIHON MOJOCTH.
MexaHu3m ero pa3BUTHS CBSI3aH C YBEJIIMYEHUEM T'HAPOCTATUYECKOIO JABJICHUS B
MOPTANBLHON  CHUCTEME,  THMNOoaTbOyMHHEMHEH  (BCICACTBHE  HapYIICHUS

CUHTETUYECKOM  (PYHKUMM TICYeHH) W AaKTUBAIMEd PEHMH-aHTMOTEH3WH-



aJbJAOCTEPOHOBOU CHCTEMBI, UTO IIPUBOJAUT K 3aJEPKKE HATPUSA U BOABL. Y HeTen
aCLUT MOYXET MPOSIBIIATHCS:
- VYBenuueHueM oObeMa KUBOTA, HEPEAKO ACUMMETPUYHBIM, C BBIOYXaHUEM
OOKOBBIX OT/ICJIOB B MOJIOKEHUH JIEXKA,;
- TynsIM NEpKYTOPHBIM 3BYKOM IpU (PU3MKATBHOM OOCIEIOBaHUU U CUMITOMOM
GbarokTyanuu;
- OgpIIKoi U TUCKOM(OPTOM B KUBOTE IIPU 3HAYUTEIILHOM CKOILJICHUH KHUJIKOCTH;
- B TsKenbIX ciy4yasxX — pa3BUTHUEM IMYNOYHOM WM ITAXOBOW TI'PBDKU M3-3a
MOBBIIICHHS] BHYTPHOPIOITHOTO JaBICHHUS.

Y HOBOPOXXICHHBIX M MIIAJICHIIEB ACIIUT MOXET OBITh MEHEE BHIPAKCHHBIM
U3-32 JIACTUYHOCTU OPIOLIHON CTEHKH, YTO 3aTPYyIHSAET PAHHIOIO TUAarHOCTHUKY.

2. CruteHOMeraimsa

VYBenuueHHe CEeJIEe3eHKU — 4YacThld W paHHui cumnroM I[N y neren,
0OYCJIOBIICHHBIN TMOPTAJIBHBIM 3aCTOEM U TurnepcrieHu3MoM. CriieHoMeramus
BBISIBJISIETCS TIPH MAJIbIIAIIMU KaK MJI0THOE, 0€300J1e3HEHHOE 00pa30BaHKE B JIEBOM
noapedephe, HEPeIKO cMelaeMoe pH AbixaHuu. CTEeeHb YBEIIMUCHUS CEJIC3CHKU
KOpPpENMUpyeT C  BBIPAKEHHOCTHIO TOPTAJbHOM TUMEPTEH3UH U MOXKET

COITPOBOKIATBCA:



- T'umepcruieHH3MOM, TPOSBISIONIMMCS TAHIUTONICHHEH (TPOMOOIIMTOTICHUEH,
aHeMHEH, TIEHKOTICHHE ) BCIICACTBHE CEKBECTPALlMK (POPMEHHBIX JJIEMEHTOB KPOBH;
- IloBblIeHHBIM pUCKOM HWHGEKIMA W3-3a CHIDKCHUS HMMYHHOW (YHKIIUU
CEJIC3CHKHU.

3. BapI/IKOBHOG pacIupCHUC BCH IMUIICBOJAa U KPOBOTCUCHHA

[IporpeccupoBanne III' mpuBoguT K  GOPMUPOBAHHUIO TOPTOCUCTEMHBIX
KoJutaTepasueil, HaubOoyee KIMHUYECKH 3HAYMMBIMU M3 KOTOPBIX SIBISIOTCS
BAPUKO3HO PACHIMPEHHbIE BEHBI MUIIEBOJA U KEIyJAKa. Y JETell 3TOT CUMIITOM
MOXET JIOJIT0O OCTaBaThbCs JIATEHTHBIM, OJHAKO MpPHU JEKOMIICHCAIUH OH
IPOSIBIISIETCS] OCTPBIMHU K€y TOYHO-KUIIIEYHBIMU KPOBOTECUEHUSIMH:

- 'emaremesuc (pBoTa KPOBBIO SPKO-KPACHOTO MM «KO(EHHON Iylmin» IBeTa) —
Haubosee IpaMaTUYHBIM CUMIITOM, YacTO SIBJISIFOIIMICA NEPBbIM NposiBaeHueM 1110
y I€TeH ¢ paHee HEIMarHOCTUPOBAHHBIM COCTOSIHUEM;

- MeneHa wiM KpOBaBbId CTyJl Kak CJIEICTBHUE IPOXOXKJIEHUA KpPOBU 4Yepes
KHILIEYHUK;

- Ilpu3Haku TUIOBOJEMUYECKOIO IIOKA (TaXWUKapaus, TUIOTOHHUS, OJETHOCTD
KOKHBIX IOKPOBOB) IIPU MAaCCUBHOM KPOBOIIOTEPE.

VY nereit KpOBOTEUEHUS U3 BAPUKO3HBIX BEH MUILEBOAA TPOTEKAOT OCOOCHHO
TSDKEJIO HW3-32 MEHBIIEro o0beMa IUPKYJIUPYIOHIEH KPOBM M OTrPaHUYEHHBIX
KOMIIEHCATOPHBIX BO3MOXKHOCTEW OpraHu3ma.

4. I'enaTomeranus U AUCHYHKLIUS TE€UYEHU

[Ipn BHyTpuneueHouHblx npuuuHax [II" (Hampumep, uMppose) HaOIrOgaeTCS
YBEJIMYEHHE MEUYEHU, XOTS B TEPMUHAIBHBIX CTAUSAX OHA MOXKET YMEHBIIATHCS U3-
3a ¢puopo3a u arpoduu. I'emaTomerainsi CONMPOBOKIAETCS:

- MI3MeHeHneM KOHCHCTEHIIMH TeUYeHH (OT MSITKOM /10 TUIOTHOM M OyrpucToi mpu
LMppose);

- Kenryxoii (BciencTsre HapylieHUs: MeTaboar3Ma OunupyOunHa), KoTopast y AeTei
MOKET ObITh YMEPEHHOM WII BHIPAKCHHOM;

- Koxxupim 3yaA0OM, CBA3aHHBIM C HAKOIIJICHHUEM JKCITYHBIX KHCJIOT,



- Koarynonatueli (remopparu4eckuii CHHAPOM, KpPOBOTOUMBOCTh JIECEH, METEXMUN)
u3-3a nepuimTa PaKTopoB CBEPTHIBAHUS, CHHTE3UPYEMBIX NIEUYEHBIO.

5. CocyaucTsie U3BMEHEHUS Ha KOXKE

[lopranpHasg rUNEpTEH3Us Yy AETE MOXKET MPOSBIATHCS BHEIIHUMH MPU3HAKAMU
IIOPTOCUCTEMHOTO LIIYyHTUPOBAHUS, BKIIIOYAs:

- «[onmoBa Memy3sD» (Caput medusae) — BuUAMMOE PACHIMPEHUE TTOAKOXKHBIX BEH
nepeaHeil OpIOIIHOM CTEHKH, XOTS Y IETEH 3TOT CUMIITOM BCTPEYAETCS PEKE, YEM Y
B3pOCJIbIX, U3-32 OCOOEHHOCTEH MOAKOKHO-)KUPOBON KIETUATKU;

- TlaybMapHyIO dpHUTEMy W COCYIUCTBIe 3Be3moukH (teleangiectasia), game mpu
UAPPO3E.

6. Hapymienus o01iero cocTostHust

Xponnueckas 1" y mereit cOnpoBOXKAAETCA CHCTEMHBIMU ITPOSIBICHUSIMU:

- 3agepKKoi (pr3nuecKkoro pa3BuTus (rHNOTPOdUs, HU3KUHN POCT) U3-3a HAPYILICHUS
oOMEHa BeIeCTB U MalibabCoOpOInu;

- CnabocThlo, yTOMIIIEMOCTBIO, CHUKEHHUEM TOJEPAHTHOCTU K (PU3HMUYECKUM
Harpyskam;

- OTekaMM HWKHUX KOHEUYHOCTEH, OOYCIOBJIEHHBIMU THUNOAIBOYMUHEMUEH H
HapyleHueM JUMEGOOTTOKA.

7. HeBponoruueckue mposiBICHUs

[Tpu pa3BuTHM NeyeHOUYHOM 3HIIeanonaTuu (B ciayyae BHyTpurnedeHouHnol I117) y
JeTel MOTyT HaOJIFOAaThCs:

- I3MeHeHus noBeaeHus (anaTusi, pa3apakxuTeaIbHOCTb, COHIMBOCTH);

- Tpemop, HapylIEeHUsT KOOPAUHALINH;

- B TspKenbIX citydasx — Cy0pOrd M KOMa, CBA3aHHbIE C HAKOIUIEHHEM aMMHAKa U

IPYTUX HEUPOTOKCUHOB.

OcoOenHocTH y feTeit
Knnanueckas kaptuna III' y gerelr orimMuaercs OT TakOBOM Yy B3pPOCIBIX
OombIel BapuaOENbHOCTHIO W MEHBIIEH CHenuUIHOCTHIO CHMITOMOB. Y

HOBOPOXKJICHHBIX M MJIQJICHIIEB Mpeo01aaatoT Hecnenupruueckrue npu3Haku (0TKa3



OT e1bl, OEeCMOKOWCTBO, B3AyTHE JKUBOTA), YTO TpPeOyeT TMOBBIIICHHON
HACTOPOKEHHOCTH. Y JIETEN CTAPIIETO BO3PACTA KPOBOTCUECHUS U3 BAPUKO3HBIX BEH
MUIIEBOJIa HEPEJAKO CTAHOBATCS TEPBHIM MaHU(ECTHBIM CHUMIITOMOM, YTO

MNOAYCPKUBACT BA)KHOCTD paHHeﬁ SHI[OCKOHquCKOﬁ JUArHOCTHUKU.

- 2.2 KomopOuaHbIe COCTOSTHUSA
KomopOuiHbIE COCTOSHUA MOPTAIBHOM THIEPTEH3UH Y JETER

[Topransuas runeprenszuss (III) y nmereit mpencraBisieT coOoOd CIOXKHOE
IIaTOJIOTUYECKOE COCTOSIHHUE, XapaKTEpU3YIOLIEeCs IIOBBIIICHUEM JABJICHUS B
CUCTEME BOPOTHOM BeHbI Bblll€ 10 MM pT. CT., 4YTO OOYCJOBJIEHO HApYyIICHUEM
KpPOBOTOKAa Ha Ipe-, HUHTpa- WIM [OCTCUHYCOMAAIBHOM ypoBHE. JlaHHOE
3a00JIeBaHUE HEPEAKO CONPOBOKAAETCS PAAOM KOMOPOUIHBIX COCTOSIHUM, KOTOPbIE
CYIIECTBEHHO  YCIOXHSIOT  KJIMHUYECKYI0  KapTHUHY,  JUAarHOCTUKY U
TEpaneBTUYECKUN NOJIX0J. DTH KOMOPOUTHOCTH MOTYT OBITh KaK 3THOJOTMYECKU
CBA3aHHBIMH C OCHOBHBIM IIPOLIECCOM, TaK W BO3HHKaTh BTOPUYHO Ha (HoHE
CUCTEMHBIX HapyiieHu, Bei3BaHHbIX [1I'. PaccMoTpuM kimtoueBbie KOMOPOUIHBIE
COCTOSIHUS, UX TATOT€HETUYECKUE MEXAHU3MbI U KIMHUYECKOE 3HAUEHUE.
1. 'enaronenitonsipHas AMCPYHKLUMS U HUPPO3 MIEUECHU
Opnnoii n3 Hambonee uvacteix mpuuuH [T y nmereit siBnsieTcss HUPPO3 TEUECHH,
pa3BUBAIOLIMIKCA Ha (DOHE XPOHUYECKHUX T'€NaTUTOB (BUPYCHBIX, ayTOUMMYHHBIX),
MeTabOoJIMYeCKUX HapylleHu# (Hampumep, Oone3nun Bunbcona-KonoBanoBa wiu
neduuura ol-aHTUTPUIICMHA) WM OWJIMAPHOM MATOJIOTMH (aTpe3usl KEeITYHBIX
nyreit). I'emarouemmonspHas  IUCOYHKLUMS ~ MOPOSIBISETCA  CHUXKEHUEM
CUHTETUYECKOM (PYHKIMM Te4YeHU (TUMoaJbOyMUHEMUs, KOaryjiomnaTusi) H
METa0O0JMYECKUX HAPYIICHUM (TUIepaMMOHEMHUs). DTH HU3MEHEHUs YCYTyOJIsItoT
cucreMHble ocnoxkHeHus [, BKiroyas acuur, CINIEHOMETAIINIO U THIIEPCIUIEHU3M.
2. 'unepcmyieHn3m
XPpOHUYECKOE TOBBILICHUE JABJICHUsS B BOPOTHOU BEHE NPUBOAUT K 3aCTOMHBIM
U3MEHEHHUSIM B  CEJIE3€HKE, 4YTO CONPOBOXKIAETCS €€ THUIepIUIasued U

runepyHKIuen. IN'unepcruienusm XapaKTepusyercs MAHIUTOIICHUEN



(TpOMOOLIUTOTICHUS, JICHKOTICHHS, aHEMHSI), YTO TIOBBINIAET PUCK KPOBOTCUCHUH U
UHQPEKINOHHBIX OCIOXKHEHUH. Y JaeTed 3TOT Mmpoiecc MOXKET ObITh O0COOCHHO
BBIPAKEHHBIM HM3-32 BBICOKOW PEAKTUBHOCTH HUMMYHHON CHUCTEMBI U MEHBIIETO
pe3epBa KOCTHOMO3TOBOI'O KPOBETBOPEHHS.

3. Bapuko3HO€E paclIMpEeHUE BEH MUILEBOIA U KEITyaKa

Opnum u3 HauOosiee TPO3HBIX KOMOpOWIHBIX cocTosHui mpu [ sBusercs
pPa3BUTHE MOPTOCUCTEMHBIX KOJIJIATEPAJICH, BKJIIOYAs BAPUKO3HO pPACUIMPEHHBIC
BEHBI MMHIIEBOA U KEIYAKA. Y IETEH 3TO OCI0KHEHUE ACCOUUUPOBAHO C BBICOKUM
PUCKOM MAaCCUBHBIX KPOBOTEUEHHH, KOTOPBIE MOTYT OBITh (paTanbHbIMU. [TaToreHes
BKJIIOYAET KaK MEXAaHUYECKOE MOBBIIIEHUE JIAaBJICHUS, TaK U JIOKATbHBIC N3MEHEHUS
COCYIUCTOM CTEHKHM TOJl BIUSHUEM OHIOTEIUAIbHOM  TUCHYHKIHH U
BOCIMAJIUTEIILHBIX MEUATOPOB.

4. ACUMT U CTIOHTAaHHBIN OaKTepUATBbHBIN IEPUTOHUT

Haxonienue cBOOOJHON KXUIAKOCTH B OpromrHoM mojioctu npu [T oOycimoBieHo
COYETAaHUEM MOPTAIBHOU TUIIEPTEH3UU, TUIIOATILOYMUHEMUU U aKTUBAIlUWA PEHUH-
AHTMOTEH3UH-AIbJOCTEPOHOBON CUCTEMBI. Y JETEU ACHUT MOXKET COITPOBOKIATHCS
HapylIeHUEM HYTPUTHUBHOTO CTaTyca M JbIXaTeIbHOW (DYHKIMU U3-3a CHABJICHUS
muadparmpl. CHOHTaHHBIM  OaKTepUAIbHBIM TEPUTOHUT KaK KOMOPOUIHOE
COCTOSIHUE BO3HUKAET BTOPUYHO Ha ()OHE TPAHCIIOKAIMH KUIIICUHBIX OaKTepuid, 4TO
OCOOEHHO AaKTyaJlbHO TIPM HApYyIIEHUH OapbepHON (PYHKIIMM KHUIIEYHUKA,
BbI3BaHHOM I1I".

5. I[lopTanbHas sHTEpONaTHS U MaTbabCopOIUs

XpOHUYECKUN BEHO3HBIN 3acTOM B OacceliHe BOPOTHOM BEHBI MPHUBOJIUT K OTEKY
CIM3UCTON  OOOJIOYKM  KHUIIICYHWKA, HAPYHNICHUIO  MUKPOIMPKYJISAIUA |
auM@aTHYECKOro JpeHa)xka. ITO COCTOSHUE, M3BECTHOE KakK TMOopTajibHas
DHTEPONATHSA, COMPOBOXKAACTCS  MalibaOcopOnuen, auapeeii u  OEIKOBO-
HPHEPTreTUYECKON HEJOCTAaTOYHOCThIO. Y JIeTe MaHHbIE HApYIIEHUS OCOOCHHO
KPUTHYHBI, TAaK KaK MOTYT 3aMeISITh POCT U Pa3BUTHE.

6. ['enaTopeHanbHBIN CUHAPOM



['enatopenanbubiii  cunapom (I'PC) mnpeacraBnser co0oit  (QyHKIIMOHATBHYIO
MOYEYHYIO HEIOCTAaTOYHOCTh, pa3BUBatollylocsi Ha (oHe BbipaxkeHHou III' u
uuppo3a. Ero martoreHe3 CBA3aH C CHCTEMHOM Ba30JWJIAaTallUE€l, CHHKECHUEM
3¢ HEeKTUBHOTO o0beMa LUPKYJIHPYIOLIEN KpOBU " aKTUBALIMEH
BAa30KOHCTPUKTOPHBIX cucteM (anruoreHsun Il, samorenun). Y pereit I'PC
BCTPEUAETCS PEIKE, YEM Y B3POCIBIX, HO €r0 HAUIMYHE PE3KO YXYAIIAET IPOTHO3.

7. 'emaronyIbMOHAIBHBIN CUHAPOM U MOPTOIYJIBMOHAIbHAS TUIIEPTEH3US

OTU pelKue, HO TSKENIble KOMOPOUAHBIE COCTOSIHUS CBS3aHbl C HApPYIICHUEM
CUCTEMHOW T€MOJVMHAMHUKH. [ €marornynbMOHAIbHBIA CHHIPOM XapaKTEepU3YyeTCs
BHYTPWJIETOYHBIM  IIYHTUPOBAHHEM W  TUIIOKCEMHEH,  OOYCIOBIECHHBIMU
IpOAYKIMEH Ba30JMIIaTaTOPOB (HAIIpUMeEp, OKCHJAa a30Ta) B YCIIOBUAX IEYEHOYHON
HEJOCTATOYHOCTH. [lopTomynbmMOHanpHas THUIEPTEH3Us, HANPOTHUB, CBSA3aHA C
Ba30KOHCTPUKIIMEHN JIETOYHBIX COCYJIOB U MOXET IIPUBECTU K IIPABOKEIYT0YKOBON
HejoctaroyHocTh. O0a cocTosiHus TpeOyroT THiaTeNnbHOU auddepeHImanbHon
IarHocTuku y nereu ¢ [1I.

8. TpoM003 BOpOTHOM BEHBI U COMYTCTBYIOIINE KOATYJIONATHU

[TapanokcanbHo, HO nipu [1T" y neTeit MokeT pa3BUBATHCS KaK TUIIOKOAryJIsIus (13-
3a CHW)KEHHS CUHTEe3a (DaKTOPOB CBEPTHIBAHUS NIEYCHBIO), TAK U TUIIEPKOATYIISITIS
(BcienctBre TpomMOO3a BOPOTHOM BEHBI UM €€ MPUTOKOB). TpomMOO3 MOXKET OBITH
KakK NPUYUHOM, Tak U caeactBueM LI, 4To co3gaer 1onoIHUTENbHBIE CJI0KHOCTH B
JUArHOCTUKE W JICYEHHH. Y JETEW C BPOKIECHHBIMU aHOMAIMSMHU COCYJIOB WIIN
KaTeTep-acCOLMMPOBAHHBIM TPOMOO30M JIaHHOE COCTOSIHUE BCTPEYAETCs Yallle.

9. NndexnmoHHbIE 0CIOKHEHUS

NMMyHOCyTIpeccusi, CBsI3aHHAsl C THIEPCITIEHU3MOM, LIMPPO30M U HapyLIEHUEM
OapbepHO (DYHKIIMU KMIIIEUHHMKA, TOBBIMIACT BOCHpUUMYMBOCTH Aeted ¢ I k
uHpexusaM. PermauBupytromue 6akTepraibHbie UHPEKIIUY, BKITI0Yask THEBMOHMIO,
CEeNCUC ¥ HUH(PEKIMM MOUYEBBIBOIANIMNX MyTEH, SBJISIOTCS 3HAYUMBIMHU
KOMOPOUIHBIMHU COCTOSIHUSMM, TPEOYIOIMMU aKTUBHOTO MOHUTOPHUHTA.

10. HyTpuTrBHBIE HapyLIEHUS U 33J€PKKa pOCTa



XpoHuueckas ManbadcopOLus, TUMOaTb0yMIUHEMHST U TIOBBIIICHHBIA KaTaOOIU3M
npu [II' mpuBoAsAT K ACPUIMTY MaKpOo- U MHUKPOHYTPHEHTOB. Y JeTed 3TO
IPOSIBIISETCS 3a€PKKON (DU3MUECKOrO Pa3BUTHsI, OCTEONEHHEW W HapyLIEHUEM
KOTHUTUBHBIX ~(QYHKIUH, YTO TpeOyeT MEXIUCHUIUIMHAPHOTO TOAX0Jda K

KOPPEKIUH.

- 2.3 Cniennuka KIMHUYECKOH KAPTHHBI y AeTeil

Crnennduka KIMHUYECKONW KapTUHBI NOPTAIBHOM TUTIEPTEH3UHU y IeTel

[Topransnas tuneprensust (III) y perelt mpencraBisieT coOOM CHOXKHBIN
NATOJIOTHYECKUI TPOLECC, XapaKTepU3YIOIIUNCS TOBBIIIEHUEM JaBJICHUS B
CUCTEME BOPOTHOM BeHBI Bbille 10—12 MM pT. CT., 4TO 00YCIIOBIEHO HAPYLICHUEM
KpOBOTOKA Ha IIpe-, HHTPa- WIM NOCTCUHYCOUAAIBHOM ypoBHe. Jtnonorus 11"y
JIETEN CYIIECTBEHHO OTJIMYAETCS OT B3POCIBIX, YTO HAKJIAJABIBACT OTIIEYATOK Ha
KJIIMHUYECKYIO KAPTUHY, AMAarHOCTUYECKUN TIOIXOT U TEPANIEBTUYECKYIO TAKTUKY. B
neauarpuyeckon npaktuke [11° game acconuupyercst ¢ BpOKAEHHBIMHA AHOMAIUSIMA
COCYHMCTOM CHCTEMBI, TPOMOO30M BOPOTHOM BEHBI, IIUPPO30OM IEUEHHU Ha (hOoHE
METa0OJMYECKUX WM MHQEKIUOHHbIX 3a00J€BaHUM, a TakkKe C PEAKUMU
reHeTUYeCKUMHU cuHApoMaMmu. Crnenu@uka KIMHUYECKHX MPOSBICHUN y nerei
OTIpEENAETCS] BO3PACTHBIMU OCOOCHHOCTSIMH, CTETIEHbIO KOMIIEHCAIIUU OCHOBHOT'O
3a00JIeBaHUS U BBIPAXKEHHOCTHIO KOJUIATEPAIbHOI0 KPOBOOOPAILEHHUS.

OTHONMATOT€HETUYECKHE OCOOEHHOCTH U MX BIMSHUE HAa KIIMHUYECKYIO KAPTUHY

Y nereir III' MoxeT OBITh KIACCUPHUIMPOBAHA KaK MpPENEeUYEHOYHAS
(Harmpumep, TpoMOO3 BOPOTHOM BEHBI, BPOXKJCHHAS aTpe3usi), BHyTpUIICUEHOYHAS
(muppo3 medeHu, (GpuOpo3) wim TocTHedeHouHas (TpoMOO3 IEYCHOYHBIX BEH,
cunapom banna—Kuapu). IlpeoOnamanue mNpenevyeHOUYHbIX NPUYMH Yy JeTel
MJTQJIIIETO BO3pacTa CBSI3aHO C TAKUMH (PaKTOpaMu, KaK KaTeTepHu3alus MyrnoYHoN
BEHbl B HEOHATAJIbHOM TIEpUOJE, HACJIEICTBEHHbIE KoarynonaTuu (neduuut
nporenHa C, S wnum antutpomOuna Ill) w uHpEKUMOHHBIE OCHOXKHEHUS.
BHyTpunedeHouHble NPUYMHBI dYamie OOyCIIOBIEHB OWJIMAapHOW aTpe3ueH,

MYKOBHUCIIMIO30M HJIM aYTOMMMYHHBIM I'CIIATUTOM, TOrJa KaK ITOCTIICYCHOYHBLIC



BApUAHThl BCTPEYAIOTCS PEXKE M CBA3aHbl C CHCTEMHBIMH BacCKyJUTaMU WIIA
TUIIEPKOATYJISIIACH.

[Tatorenetnuecku III' mpuBoguT K (HOPMHUPOBAHHIO MOPTOCUCTEMHBIX
KOJuIaTepaneil, runepJInHaMUYEeCKOd LUPKYJSALMU W BTOPUYHBIX W3MEHEHUH B
OpraHax OpIOIIHON MOJIOCTH. Y JeTe 3TH MHpOLECcChl MNPOTEKaloT Ha (OHE
HE3PEJIOCTH I'enaToOMIMapHON CUCTEMbI U BBICOKOHM IJIACTUYHOCTH COCYAMCTOTO
pycia, 4To 0o0yciaBIuBaeT Kak 0ojiee BBIPAKEHHYI0 KOMIIEHCATOPHYIO PEaKIHIo,

TakK U 6I>ICTpOC HCTOMICHUC PC3CPBOB IIPHU ACKOMIICHCAIIUH.

OCHOBHBIE KITMHUYECKUE TIPOSBICHUS
Knunnueckas kaptuna [1I" y nereit BapbupyeT OT CyOKIMHUYECKOTO TEUEHUS
0 OCTPBIX JKU3HEYTPOXKAIOIIMX COCTOSIHUI. (OCHOBHBIE CHUMIITOMBI MOHO
CUCTEMAaTHU3UPOBATh CIAEAYIOLUIUM 00pa3oM:
1. XKenynouno-kumeunsie kpoBoreueHus: (QKKK)

OpnuMm 13 HamOoJiee TpaMaTUYHBIX U JUArHOCTUYECKH 3HAYUMBIX MPOSBICHUN
III" y neren sABnsieTCsl KPOBOTEUEHUE U3 BAPUKO3HO-PACIIMPEHHBIX BEH IHUILEBOAA
WU oKenyaka. Y JaeTred miaamero Bo3pacta (10 5 JIeT) KPpOBOTEUEHHE YacTo
CTAHOBUTCSI NEPBBIM KJIMHUYECKUM MPU3HAKOM, YTO OTJIMYAET NMEAUATPUUECKYIO
NOMYJISILUIO OT B3POCIBIX, Yy KOTOPBIX CHMIITOMBI HapacTarOT IOCTEIEHHO.
KpoBoTeueHue nposiBiasieTcs reMaTeMe3ucoM, MEJIKOM MM AerTe00pa3HbIM CTYJIOM
(menenoit). Yacrora u Tsokecth KKK 3aBucaT 0T cTenmeHH MOpTaIbHOMN
TUIEPTEeH3UHU, BO3pacTa peOeHKa M HaJIW4usl COMYTCTBYIOIIEH KoaryjgonmaTuu. Y
nereit ¢ npenedeHouHoi I1I" pyHKIMSA neyeHn OOBIYHO COXpaHEHa, YTO CHHXKAET
PHUCK JIETAIBHOI'O UCXO0/1A [0 CPABHEHUIO C HUPPOTUUECKOM 3THOIOTUEN.

2. CrimeHoMeranus ¥ TUIIEPCIVIEHU3M

VYBeNMUYEHHUE CENE3eHKH — MPAKTUYECKU YHUBEpCaJIbHbIN npu3Hak 11" y neren.
CreHomeranusi  oOyClIOBJ€Ha  BEHO3HBIM  3aCTOEM U TUIepIUia3uei
PETUKYJIOOHAOTEINAIIBHON ~ CUCTEMBI. ['mnepcruieHu3M,  OPOSIBIIAIOLIMANCS
MAHIUTOTICHUEHN (TPOMOOIIMTOIICHUEH, ICUKOTICHHEH, aHeEMuUEH ), BecTpedaeTcs y 60—

80% manueHToB U MOXKET OBbITh IIEPBBIM JIA0OPATOPHBIM MapKepoM 3a0oseBaHus. Y



JIETEN 3TO COCTOSTHUE YaCTO OCJIOKHSIET TEYEHUE OCHOBHOTO MPOLECCA, YBEINYUBAS
pUCK MHPEKIUN U KPOBOTCUCHUH.
3. Aciur

HakoruieHue cBOOOAHONM XKUAKOCTH B OpromiHoW mosnocty y aerei ¢ 117 gaie
BCTpEYAeTCs MPU BHYTPUIICUCHOYHBIX MPUYUHAX (HAIPUMED, LIUPPO3E) U PEXE MPU
MPENEYEHOYHOM ATUONOTUU. ACHHUT y JETEN MOXKET CONMPOBOKAATHCS BBIPAXKEHHBIM
JTUCKOM(pOPTOM, TbIXaTEIbHON HEIOCTATOYHOCTHIO M3-3a CAABICHUS AUapparMbl U
Pa3BUTHEM CIIOHTAHHOT'O 0AKTEpUAIBLHOTO MEPUTOHUTA. B OTIIMYME OT B3pPOCIBIX, Y
JIeTeN aCIUT MOKET PErpeccupoBaTh MPU KOPPEKIIUU OCHOBHOIO 3a00J1€BaHUs, YTO
CBSI3aHO C OOJIbIIIEH pereHepaToOpHOM CIOCOOHOCTHIO TKAHEH.
4. 'emaromeranus ¥ NpU3HAKU [IEYEHOYHON AUCHYHKINUU

IIpu BHyTpunedenouynoi III' (Hampumep, Ha (QoHE OMIMAPHOU aTpE3UH WIH
nporpeccupytomero ¢puoOpo3a) oOTMEYaeTCs YBEIMYCHHE II€USHHU, IKENTyXa,
rUnoansO0yMuHeMusi U Koaryjomarus. Y jgetedl ¢ npenedeHounoil [T meuyenn
OOBIYHO OCTAETCSI MHTAKTHOM, YTO MO3BoJisieT quddepeHunpoBaTh 3TH GOpMbI Ha
pPaHHHUX STarax.
5. 3azmepkka pocTa v pa3BUTUA

Xponnueckasi [II' y ngerelt compoBOXKIAeTCs HapyIICHHEM MeTadou3Ma,
CHIDKEHHEM anmeTuTa U MajbadcopOuuen, 4To NPUBOAUT K OTCTaBaHUIO B
(GU3MYECKOM pa3BUTUU. DTOT NPU3HAK OCOOEHHO BBIPAXKEH NPH IJIUTEIHHOM

TEUYCHHUH 3a00JICBaHUS U JCKOMIICHCALINH.

Oco0eHHOCTH TeUeHUs y AeTeH pa3HOro Bo3pacTa
Knunnueckas kaptuna [1I' cylecTBEHHO 3aBUCUT OT BO3PACTHOM IPyHIIbL. Y
HOBOPOXKJICHHBIX U JIETEM MEPBBIX JIET KU3HU MPeo0JIalatoT OCTPhIC MPOSBICHUS
(KKK, aciuTt), cBsi3aHHBIE C BPOKICHHBIMH AHOMAJUSMH WM HEOHATAJIbHBIMHU
OCJIO)KHEHUSIMU. Y JETEH MIKOJBHOTO BO3PACTa Yallle BBIABISIOTCS XPOHUYECKUE
GbopMBI C TIOCTENECHHBIM HapacTaHWEM CIUICHOMETAJIMM W THUIEepPCIICHU3MA.
[ToapocTku AEMOHCTPUPYIOT KapTHUHY, 00JIee CXOKYIO C B3POCIBIMU TAIUEHTAMH,

BKJIIO4as IOPTOCHUCTEMHYIO 3Hue(1)anonaTmo npu 1OUppoO3€C, XOTA IOCICIHAA



BCTPEUAETCSI PEXE, YEM Yy B3POCIbIX, M3-32 MEHBIIEH YacTOThl aJKOTOJbHOU

9THUOJIOI'H.

JlnarHocTU4YECKrE HIOAHCHI

Juarnoctuka III' y nerel ommpaeTcs Ha KIMHUKO-JIA0OpaTOpHBIE U
WHCTPYMEHTAJIbHBIE JaHHbIE. Y ITPa3BYKOBOE HCCIEAOBaHUE C AomnIuieporpadueit
MO3BOJISIET OLEHUTHh KPOBOTOK B BOPOTHOM BEHE, BBIIBUTH TPOMOO3 WIH
KoJUIaTepaiv. OHAOCKONMWS THUIIEBOJA M JKEIyJKa NOATBEPXKAAET HAIWYNE
BApUKO3HOro pacmupeHus BeH. JlabopaTtopHbele Mapkepbl (TpOMOOLMTONEHUS,
CHIW)KEHHE YPOBHS albOyMHHA, TMOBBILICHHWE OWIMpPYOMHA) OTPa)KalOT CTEIEHb
MOpaXEHUsI T[E€YEHHM W TUNEPCIUICHU3Ma. Y  JE€Ted BaXKHO  YUYUTHIBATH
(du3nogornyeckue 0COOEHHOCTH, TAKUE KaK 00Jiee BBICOKAS AACTHYHOCThH COCYOB

N MCHbIIAA BBIPAXKCHHOCTD (I)I/I6pOTI/I‘-ICCKHX U3MEHECHHUH Ha pPaHHUX CTaaUAgX.

I'nasa 3. /Inarnocruka
- 3.1 KiimHnko-1a00paToOpHbIe METOAbI AUATHOCTHKH MOPTAIbHOI
TUINIEPTEH3UH Yy AeTel
Huarnoctuka [1I" y nereit TpeOyeT KOMIUIEKCHOTO MOJIX0/1a, BKIFOUYAIOIIIETO
KIIMHAYECKYIO OIIEHKY, Ta00paTOPHBIE UCCIIEOBAHUS, HHCTPYMEHTAIbHBIC METOIbI
U, B psjie ClydyaeB, MHBa3uWBHBIC MpoleAypbl. KianHuko-imadbopaTopHble METObI
3aHUMAIOT IEHTPAJIbHOE MECTO B TMEPBHUYHOW [MAarHOCTUKE U MOHUTOPUHTE,
MO3BOJISISI  BBISIBUTH TPU3HAKM OCHOBHOTO 3a00JIEBaHMS, OLICHUTh CTETECHb

(yHKUMOHAJIBHBIX HAPYLIEHUH U ONPEJEIUTh TAKTUKY BEJEHUS MALMEHTA.

Knunnueckas nmarHoctuka
Knunnueckas kapruna I1I' y gereit BappupyeT B 3aBUCUMOCTH OT 3THOJIOTUH,
Bo3pacta H craauu npouecca. (OCHOBHBIE CHMIOTOMBI BKJIIOYAKOT —AacClUT,
CIUIEHOMETAINIO, BAPUKO3HOE PACIIMPEHHE BEH MUIIEBOAA U KEITYyJKa, a TaKKe
AMU30/Ibl  JKEIYAOYHO-KUIIEYHBIX KPOBOTEUEHUH. ACHUT Yy JETeil MOXKET

MPOSIBIIATHCS  YBEJMYEHUEM 00beMa KMBOTA, 4TO TpeOyeT auddepeHImanibHon



JUArHOCTHKHU C IPYTMMH MPUYUHAMH, TAKUMH KaK HEQPOTUUECKUI CHUHIPOM HIIN
nepuToHUT. CIJIEHOMEranus, BhIABISIEMasl MPU NalbHallMd WIH YJIbTPa3ByKOBOM
VCCJIEIOBAHUM, YacCTO COIPOBOXKAACTCA THUIIEPCIUICHU3MOM, YTO IPOSIBISAETCS
MaHIUTONCHUEH (TPpOMOOIIMTONICHUEH, aHeMuel, Jieiikonenueit). BapukoszHoe
paclIMpeHHe BEH MMIIEBOJA, IMAarHOCTHPYEMOE HHAOCKOIMYECKH, SBISCTCA
NO3/HUM NPU3HAKOM U ACCOLMUPOBAHO C PUCKOM KPOBOTEUEHUM, OCOOEHHO IpH
nporpeccupoBanuu [1I". BaxXHbIM acrieKToM KIMHUYECKOM OICHKH SIBISIETCS cOOp
aHaMHe3a, BKJII0Yasl JaHHbIE O HEOHATAJIbHOM Iepuojie (HanpuMmep, KaTeTepu3anus
MyTIIOYHOM BEHbI, ACCOLMUPOBAHHAs C TPOMOO30M ), HACJIEICTBEHHBIX 3a00JIE€BAHUSIX

(MykoBHCIIUI03, 00Jie3Hb Buibcona) u mHpekmsax (rematutel B u C).

JlaGopaTtopHbie METOIBI
Jlabopatopnas nuarHoctuka [1I" y mereit HampaBieHa Ha OLEHKY (YyHKIIUU
NECYCHH, BBIABICHUE MApKEPOB BOCHAJICHUSA, KOAaryjJonmaTMM U  CTENEHU
runepcruieHn3Ma.  KOMIUIEKCHBI  MOAXOA  BKIIIOYAET CIEAYIOUIUE TPYIIIBI
VICCIIEIOBAHU:
1. buoxumMuyeckuii aHaiuu3 KpOBU:

- Ileuenounsie depmentsl (AJIT, ACT, I'TT, II®): noBbIlieHNEe aKTUBHOCTU
anmannHamuHoTpanchepassl  (AJIT) wu  acmapraramunorpancdepassl  (ACT)
yKa3bIBa€T HA renaToLEUIIOISIPHOE MOBPEXICHHUE, TOTJA KaK YBEITUYEHUE raMMa-
rnytamuirpancepassl  (ITT) u  menounorr  docdarazer  (ILID) wmoxer
CBUICTEIHCTBOBATH O XOJIECTA3€ MM OOCTPYKIIMH KEITUHBIX MTyTEH.

- bunupyOuH: runepounupyounemus (psimasi Uiy HerpsiMas ppaxkiys) OTpakaeT
HapylieHne MeTadoNM3Ma WM HKCKpEIHH OWIMpYOWHA, YTO XapaKTepHO IS
BHYTPUIIEUYCHOUYHBIX ITpyuunH I1I'.

- AnpOyMuH U OOmMil OeNoK: TUNoaJbOyMHUHEMHS! YKa3blBaeT Ha CHUKECHHE
CUHTETUYECKOMN (PYyHKLIMU MEYEHHU, YTO YAaCTO HAOII0AAETCs IPU LUPPO3E.

- A30THCTBIN OOMEH: TTOBBIIIICHUE YPOBHS aMMHAaKa B KPOBH MOXKET OBITh CBSI3aHO
C MIOPTOCUCTEMHBIM IIIYHTUPOBAHUEM M Pa3BUTHEM NIEUEHOYHOH 3HIIe(panonaTuu.

2. I'emaTonornueckue moxKa3aTeiu:



- OOmuii anamm3 KpoBu: TpomboruromeHus (<150x10°/m)  sBusercs
YYBCTBUTEIHHBIM MapKEpOM THUIEPCIUICHU3Ma, TOTJa KaK aHEeMHUSI MOXET OBITb
CJIEJICTBUEM XPOHHMUYECKHX KPOBOMOTEpb WU Aeduiura ButamuHa B12/¢onaton
IIPY HAPYIICHUH BCAChIBAHMUSI.

- Koarynorpamma: ynnuHenue nporpomoObunoBoro Bpemenu (IIB) u cHukenue
MEXIYHApOJAHOTO  HOopMmanu3oBaHHoro  otHomenuss (MHO)  orpaxkator
KOaryJomnaTiio, o0ycloBiIeHHYO nedururom BuTamMuH K-3aBUCHMBIX (DakTOpOB
ceepteiBanus (I, V, VI, X), cuaTe3upyeMpIx eYeHbO.

3. Mapkeps! pudpo3a 1 BoCIaJICHUS:

- IIpsimbie Mapkepsl puOpo3a (ruaidypoHOBasi KHCIIOTA, JAMUHUH, TPOKOJUIAreH
I11): ux moBbIIIEHUE KOPPETUPYET C MporpeccupoBanueM pudpo3a neyeHu.

- Henpsimbie mapkepbl (APRI, FIB-4): unaekcel, paccuuThiBaeMble Ha OCHOBE
ACT, TpoMOOLMTOB W BO3pacTa, IO3BOJSIOT HEMHBA3UBHO OLEHUTHb CTEIEHb
¢bubpoza u I1T".

- Bocnanmurensubie Mapkepbl (C-peakTUBHBIA O€JIOK, MPOKAIBIUTOHHH):
UCIIOJIB3YIOTCSL NI MCKJIIOUEHUsS WHQGEKIIMOHHBIX OCJIOKHEHUH, TaKuX Kak
CIIOHTAHHBIN OaKTEepUaATbHBIA IEPUTOHUT.

4. CepoJIorHYeCKrEe UCCIIEOBAHUS:

- Beisnenue BupycHbix renmatutoB (HBSAgQ, anti-HCV, TP wa JHK/PHK
BHUPYCOB) HEOOXOAUMO JIJIs1 YCTAaHOBJIEHUS ATUOJIOTUH.

- AyroummyHnHbsie Mapkepbl (ANA, SMA, antu-LKM) wuccienyrorcs npu
MOJIO3PEHUH HA ayTOMMMYHHBIH TeMaTHT.

5. AHaiu3 acCUTHYECKON KUIKOCTH:

- Ilpm Hamuyum acruTa NPOBOAMWTCS JAHUATHOCTUYECKUN TMapareHTe3 ¢
ompeiesIeHeM IrpaiueHTa aap0ymuHa ceiBopoTka/aciiuT (SAAG). 3nauenne SAAG
>1,1 r/n montBepxkaaet I1I" kak nmpuumHy acuuTa. J[OMOJTHUTEIHLHO OLIEHUBAIOTCS

HCﬁKOHHTLI, OCJIOK U TIII0K03a JJI1 UCKITFOUYCHUA I/IH(l)eKHI/II/I NI MaJIMTHHU3alluH.

HNuTerpatuBHbIC OAXOIBI



JUJ1 TOBBIIEHNUS TOYHOCTH AUArHOCTHKU PUMEHSIOTCSI KOMOMHUPOBAHHBIE
KJIMHHUKO-JIabopaTtopHbie mKkaibl, Takue kak Child-Pugh u MELD (Model for End-
Stage Liver Disease), agantupoBannbie mis aereir (PELDMELD st manuieHTOoB
miaame 12 gser). OTu mkamel y4yuTeiBaroT OunupyomH, MHO, kpeatuHuH,
albOyMMH M KIMHUYECKHE TMpPU3HAKU (AacUUT, OSHIEeanonaTus), I[03BOJIS

IIPOTrHO3UPOBATH TAKCCTH COCTOSHUA U HCO6XO,ZII/IMOCTI) TPAHCIUIAHTAOWH IICYCHHU.

OrpaHuueHus U MepCreKTUBBI
HecMoTps Ha BBICOKYIO HTHPOPMATHBHOCTbD, KITMHUKO-1a00paTOPHBIE METO b
UMEIT  orpannueHud. HecneumpuuHocTe psga  MapkepoB  (Hampumep,
TpomOoruTonieHu  win  noBbimeHuss  [[®d) TpeOyer  umHTErpanumum ¢
MHCTpYMEHTaNIbHbIMU HcciieqoBanusaMu (Y3U ¢ nonmeporpadueit, anacrorpadus,
KT/MPT). IlepcieKTUBHBIM HaIpaBICHUEM SIBIISIETCS BHEAPEHUE MOJICKYJISPHBIX
ouomapkepoB (MukpoPHK, metabonomubie npodunum), KOTOpble MOTYT TTOBBICUTH

YYBCTBUTEIBHOCTb M CIEIUPUUHOCTh JUarHoctuku [1I"y nerei.

- 3.2 UHCcTpYyMEHTAJIbHbIEC METOAbI AUATHOCTHKHU
- 3.2.1 YabTpa3ByKoBO€ UCCJIEIOBAHME
Huarnoctuka III" y nmeredt OcCioOXKHsETCS BO3PACTHBIMU OCOOCHHOCTSIMHU
aHATOMHH U (PU3MOJIOTHH, a TAK)KE HEOOXOIUMOCThIO MPUMEHEHHS] HEMHBA3UBHBIX
METOJIOB, YUUTHIBAIOUIMX OTPAaHUUYEHHYIO CIIOCOOHOCTh MaJeHbKUX IMALMEHTOB K
COTpyIHHYECTBY. B 3TOM KOHTEKCTE ynbTpa3BykoBbie MeTOAbl (Y3M) 3aHUMAarOT
LHEHTpaJIbHOE MecTO Ojarojapsi MX JOCTYHMHOCTH, O€30MacHOCTM M BBICOKOU

WH()OPMATUBHOCTH.

OCHOBBI yJIBTPa3BYKOBOM AUArHOCTUKU MOPTATBLHON TUIEPTEH3UU
VY IbTpa3ByKOBOE MCCIICIOBAHKE MTEYCHU U cocyaucToi cuctembl (abdominal
ultrasound) mo3BOJSET OICHUTH KAaK CTPYKTYPHBIC, TaK W TIeMOJMHAMUYCCKHE
n3meHenus, cBa3anHble ¢ [II'. CoBpemeHHble anmapatsl Y3W, ocHallleHHbIE

JOMNIINICPOBCKUMHU TCXHOJIOTHUAMMH, 00€eCIIeYnBarOT BU3yaAJIN3allUI0 KPOBOTOKAa B



BOPOTHOW BEHE, IEYEHOYHBIX BEHAX, CEJIE36HOYHOM BEHE U KOJIATEPAIbHBIX ITyTAX
KpoBooOparmienus. OcHoBHbIMU 3afauamMu Y3UW mpu aumarnoctuke [ y nmereit
SBIISFOTCSL:
1. OueHka auameTpa W IPOXOJUMOCTH BOPOTHOM BEHBI. YBEJIMYEHUE JUaMETpa
BOPOTHOM BeHBI (>13 MM y JeTeil crapiuero Bo3pacra) Uid €ro yMEHbILIEHUE MpU
TPOMOO3€ SIBISIFOTCS] BA)KHBIMHU TUAarHOCTUYECKUMU KPUTEPUSIMHU.
2. AHanu3 CKOPOCTH M HalpaBJIeHUs KPOBOTOKAa. HopMasibHast CKOPOCTh KPOBOTOKA
B BOPOTHOM BEHE Yy JIETE€l BapbUpPYET B 3aBUCUMOCTHU OT Bo3pacTa (00bruHo 15-40
cm/c), ogHako npu I1I" ona MoxeT ObITh cHMXEHA (<15 cm/c) nim peBepcupoBaHa
(remarogyranbHbIil KPOBOTOK).
3. BeisiBiieHHE KOJUIATEpaIbHOIO KpPOBOOOpaIIECHHUS. OobnapyxeHue
NOPTOCUCTEMHBIX IIYHTOB (HApUMEp, PEKAHAIM30BAaHHOW MapayMOUIUKAIbHON
BEHBI WJIH CIIEHOPEHAJIBHOT'O IIIYHTA) CBUIETENBCTBYET O iekoMiieHcaruu [T
4. OueHka COCTOSHMS NApPEHXUMbl TEUEHM U CEJIE3eHKH. OXorpaduueckue
NpU3HAKU [HUppo3a (y3JI0oBas pereHepanusi, HEPOBHBIM KOHTYp MEYEHH) WIIU
cruieHomeranus (>11-12 cM B IuHy y J1eTeil) KOCBEHHO MOATBEPKIAAIOT HATUIUe
I1T".
TexHuueckue acnekTsl nposenenus Y3U y nereit

[IpumeHneHue ynbTpa3Byka y aeTeil Tpedyer ajanTali METOAUKHU C YUETOM
aHATOMO-(PU3HOJIOTUYECKUX OCOOEHHOCTEH. MCronb3yroTCsl BBICOKOYACTOTHBIE
natruukd  (5—10 MI'n) nana  wmiageHueB W JA€Ted  MIIQAIIErO  BO3pacTa,
00ecIeynBaroIINe BHICOKOE pa3pelieHue Mpu Majoi riyOrHe MPOHUKHOBEHHUS, U
HU3KOYACTOTHBIE natuukud (2-5 MIm) ana nereit  crapiiero  Bo3pacra.
HccnenoBanue MpoBOJUTCS B MOJOXKEHUH JieKa HA CIIMHE WM HAa OOKY, 4acTo C
MCIIOJIb30BaHUEM JIBIXATEIbHBIX MAHEBPOB ISl YIIYUIIEHUS BU3YTU3ALHUH COCYI0B.
BaxupiM (pakTOopoM sIBIIsSIETCS y4YeT (PU3MOJIOTUYECKON MOABMKHOCTH OPraHOB Y

JIeTel, 4TO MOJKET 3aT | WItterpy IHsTh HHTEPIPETAIMIO TaHHBIX.

Jonmeporpacdus B nuarnoctuke [T



[IBetnass nommieporpadus (color Doppler) w  ummyabCHO-BONHOBasS
nommieporpadus (pulsed-wave Doppler) sBIstOTCS KITFOYEBBIMH UHCTPYMEHTAMH
s ananu3a remonuHamukd. [Ipm TII y gereld 4acTo BBISABISIETCS CHUKCHHE
unHgekca pesucteHtHoct (RI) B medenounbix  aprepusax  (<0,5) kak
KOMIICHCATOPHBIH MEXaHW3M B OTBET Ha TOPTAIBHYIO THIONEPQY3HIO.
CriekTpasbHBIN aHAIU3 KPOBOTOKA B BOPOTHOW BEHE MOJKET IMOKa3aTh ociabieHue
(da3HOCTH, CBS3aHHOW C JIBIXaHWEM, YTO YKa3bIBacT HA IOBBIIICHHUE JIABJICHHS B
cucreme. Ocoboe BHUMaHHWE yJEISCTCS BBISIBICHHUIO TpoMOO3a BOPOTHOWM BEHHI,
KOTOPBIA Yy JIETCH HEPEeIKO aCCOIMHUPYETCS ¢ KaTeTepu3aluel IMyIOoYHOW BEHBI B

HCOHATAaJIbHOM IICPHUOAC NI HACIICACTBCHHBIMHA TpOM6OCbI/IHI/IHMI/I.

JlomoTHUTEIbHBIE YIBTPa3BYKOBBIE METOTUKU

CoBpeMeHHBIE TEXHOJIOTMH, TakWe Kak sjactorpadus (shear wave
elastography, SWE), no3BOJISIFOT KOJMYECTBEHHO OLIEHUTH JKECTKOCTh MEUEHOYHON
NapeHXHUMBbl, YTO KOppenupyeT ¢ (uOpo30M U KOCBEHHO oTpaxkaer creneHb 1T
3nauenus xectkoctu >7—10 klla cBUAETENHCTBYIOT O BhIpakeHHOM (hrdpo3e uim
UPPO3€e, XOTS Yy JIeTel MOPOTOBBIE 3HAYCHHSI MOTYT OTIMYATHCSA OT B3POCIBIX U
TpeOyroT nmanbpHewme cranmaptuszauun. KonrpactHo-ycunennoe Y3U (contrast-
enhanced ultrasound, CEUS) ¢ npuMeHeHHEeM MHKPOIMY3bIPhKOBBIX KOHTPACTOB
(manpumep, SonoVue) wucnonb3yercs misd  AuddepeHIInaaTbHON  THarHOCTHKA
OYaroBBIX TMOPAKEHUH TMEUYEHW M OIEHKH MHUKPOIUPKYISIIUU, YTO OCOOEHHO

AKTYyaJIbHO ITPH MMOJO3PCHUH HA OITYXOJICBBIC NJIN COCYAUCTBIC IIPUYINHBI I1T".

OrpaHuyeHus U MEPCHIEKTUBBI
HecmoTpst Ha BBICOKYHO JMArHOCTUYECKYH) LEHHOCTb, YJIbTPa3BYKOBBIC
METOJbl HMEIOT OrpaHMYEHHs, BKJIIOYAs 3aBUCHUMOCTh OT KBaJu(UKALUU
orepaTopa, BapuadeIbHOCTh aHATOMUU Y AETeH U TPYIHOCTH UHTEPIPETALUHU [IPH
OkHpeHnH Wi Meteopusme. Kpome toro, Y3 He mMo3BOJIAET HAPSAMYIO U3BMEPUTH
JlaBJI€HHE B BOPOTHOM BEHE, YTO TPEOyEeT KOPPESUUHN C KIMHUYECKUMU TaHHBIMU

U, Mpu HEO0OXOJUMOCTH, UHBA3MBHBIMM METOAAMH (HampuMmep, KaTeTepuszanuei



NEYEHOUHbIX  BeH). llepcnekTuBBl  pa3BUTHS  BKIIOYAKOT  HWHTETPALIUIO
HCKYCCTBEHHOT'O MHTEJUIEKTA JJIi aBTOMAaTU3MPOBAHHOTO aHAIHM3a N300paXKeHUN U

YIIYUIICHUA BOCIIPOU3BOAUMOCTHU PC3YJIbTATOB.

- 3.2.2 KomnbroTepHasi Tomorpadus

Kowmmnbrorepnas Tomorpadus (KT) siBasieTcss 0IHUM U3 KIHOYEBBIX METOOB
BU3YyalIM3allMi B TUArHOCTHKE MOPTAILHOW THIEPTEH3WH Yy NeTel, oOecreunBast
JETaNbHOE M300pa)K€HWE AaHATOMUYECKHX CTPYKTYp COCYIUCTOro pycia,
MapeHXUMbl TICYCHH W COMYTCTBYIOIIUX W3MCHCHHWA B OpPIONTHOW ITOJOCTH.
[TopTanbHas TUTIEPTEH3USI, XapaKTePU3YIOMIAsICS TTOBBIIICHUEM JTABJICHUS B CUCTEME
BOPOTHOM BeHBI BbIle 5—10 MM pT. CT., y JeTell MOKeT ObITh 00yCIOBJIEHA Kak
MPENeYEeHOYHBIMU (TPOMOO3 BOPOTHOM BEHBI, BPOXKJCHHBIE aHOMAJIMM), TaK U
BHYTPUIICUCHOYHbIMU (LIUPPO3, (UOPO3) WIM TMOCTIEYECHOUYHBIMU (TpoMO03
Ne4YeHOUHbIX BeH, cuHapoM bagmna—Kuapu) npuunmnamu. KT-nuarHoctuka urpaer
BOXHYIO pOJIb B YCTAHOBJICHHW STHOJIOTHH, OICHKE CTEICHH BBIPAKCHHOCTH

IMaTOJIOTHH U OIIPCACICHUU TAKTHUKH BCACHUA ITALITMCHTOB.

Texunueckue acnektsl KT mmpu nopranbHON TUNEpTEH3UN

CoBpemennbie MmHorodaszusle KT-uccnepoBanusi ¢ HMCMOIB30BAaHUEM
OOJIIOCHOTO BBEACHHUS KOHTPACTHOIO BEIIECTBA MO3BOJSIOT BHU3yaJIU3UPOBAThH
COCYJIUCTYIO apXUTEKTOHUKY BOPOTHOM BEHBI, IEYUEHOYHBIX BEH U KOJUIATEPAIBHOTO
KpOBOOOpAIIIEHUSI ¢ BBICOKOM MPOCTPAHCTBEHHOW M BPEMEHHOW pa3zpeliaroieit
cocoOHOCTHIO. [IpOTOKONBI CKaHUpPOBaHUS OOBIYHO BKIIOYAIOT apTepUaIbHYIO,
MOPTaNbHYI0O M OTCPOUYCHHYIO (a3pl, 4To obecneunBaeT auddepeHnmnanmuio
reMOJAMHAMUYECKUX HapylieHud. Y jgered oco0oe BHUMAaHHE YACISIETCS
MUHUMU3AIUU JIy4€BOM Harpy3Ku, 4YTO JOCTUraeTcs 3a CYET MPUMEHEHUs
HU3KOJI03HBIX MPOTOKOJIOB, AIANITUPOBAHHBIX K MACCE TEJIa U BO3PACTY MAlUEHTA, a

TAKKC UCIIOJIL30BAHUA UTCPATHUBHBIX aJITOPUTMOB PCKOHCTPYKIIUHU H306p8,)KCHPIfI.

KT-npu3Haku nopTaibHOW TUIIEPTEH3UU Y IETEN



1. Ilpsamas Busyamusanuss cocyaucTthix u3MeHeHuid: KT mo3BOJs€eT BBIABUTH
TpoMOO3 WM CTEHO3 BOPOTHOW BEHBI, KAaBEPHO3HYIO TpaHC(hHOpMALUIO
(MHOKECTBEHHbIE MEJIKME KOJUIaTepaibHble COCYAbl, 3aMEIIalolIie OCHOBHYIO
BEHY), @ TAK)KE€ AHOMAJIMU PA3BUTHS, TAKUE KAaK ar€He3us UM TUIOIIa3usl BOPOTHOM
BCHBI.

2. KomnarepanbHoe KpoBooOpailieHue: XapaKTepHbIM MPU3HAKOM SIBIISIETCS
dbopMUpOBaHHE TMOPTOCHUCTEMHBIX IIYHTOB, BKJIOYas pacHIMpEHUE JIEBOM
YKEITYJJOUHOM BEHBI, TapayMOMIMKAJIbHBIX BEH U CINIEHOPEHAJIBHBIX KOJIJIaTEpaieH.
OTH U3MEHEHUS OTYETIMBO BUAHBI B IOPTAILHOM (ha3e KOHTPACTUPOBAHUS.

3. H3meHeHnss mnapeHXuMbl IiedeHHW: [lpy BHYTPUIIEYEHOUHBIX MPUYMHAX
(nanpumep, uuppose) KT neMoHCTpupyeT HEpOBHOCTh KOHTYPOB IIEUYEHHU, aTPODUI0
npaBod J0Jid ¢ Tuneprpoduel JeBoi M XBOCTaTOM J0JI€H, a Takke MPU3HAKU
¢bubpo3a 1M KUPOBOH AUCTPODUU.

4. ChnneHomeranus M acUMT: YBEIMYEHHUE CEJIE3E€HKH, YacTO CONPOBOXKIAEMOE
TUIEPCIUIEHU3MOM, U HAKOIUIEHHE CBOOOJHOMN >KHUJIKOCTU B OpPIOLIHOM IMOJOCTH
SBJIIIOTCS.  HECHENU(UUECKUMH, HO YaCThIMU TPOSBICHUSIMH TOPTATHHOU
TUIIEPTEH3UH.

5. ConyTcTBYIOIIME aHOMAIMH: Y J€TEeN C BpOXKACHHBIMA CUHAPOMAaMH (HapuMmep,
cuHApoMoM Ambrnioprta uiu nonucruienneit) KT MokeT BBISIBUTH TIOMOJHUTEIbHBIC

MOPOKH Pa3BUTHS, BIMSIOLIME HA TEUEHHE 3a00I€BaHUS.

HuddepenunanbHas JuarHocTuka
KT mno3Bonser auddepeHuupoBaTh MNOPTAIbHYIO THHOEPTEH3UIO OT JPYTUX
COCTOSIHU/, COMPOBOXIAIOUINXCS HAPYIIEHHMEM KPOBOTOKAa B MEYEHM, TAKMX Kak
OITyXOJIEBbIE MpOILEcChl (renaTo0JacTomMa, FTeMaHTMOMa), BPOKIEHHbBIE KUCTO3HBIE
NOPaYKEHUS WM CUCTEMHbIE BaCKylIUThl. Hanmpumep, npu onmyxoJieBOM CAaBIECHUU
BOPOTHOM BEHBI OTMEUYAETCs HaJIMuue OOBEMHOT0 O0O0pa3oBaHUS C YETKUMHU

KOHTYpaMH, B OTJIMUKE OT TU(PPY3HBIX U3MEHEHUH TIPU LUPPO3E.

OFp AHUYCHUSA U ICPCIICKTUBEI



Hecmotpss Ha BbICOKyt0 uH(popmatuBHOCTh, KT wumeer orpanuueHus,
CBSI3aHHBIE C JIy4€BOM Harpy3Koil, YTO OCOOEHHO aKTyaJbHO JUIS IEIUAaTPUUECKOM
OPAaKTUKH,  TpeOyromel  MHOTOKPAaTHBIX  HMCCIEJOBAHUW B JIMHAMUKE.
AnbpTepHaTUBHBIE METO/IbI, Takue kKak MPT ¢ remarocnennuuHbIMU KOHTpacTamMu
WIH yJIbTpa3ByKoBas gonmieporpagus, MoryT nonoiHsate KT, oqnako nocnenHsis
COXpaHsET MPEUMYIIECTBO B CKOPOCTH BBIIIOJHEHHUS U TOCTYITHOCTU. [IepCrieKTUBEI
pPa3BUTHS BKJIOYAIOT BHEIPEHUE TEXHOJOTMHA MCKYCCTBEHHOI'O HMHTEIUIEKTa IS
aBTOMAaTHUYECKOM CErMEHTAIlMM COCYJOB M KOJMYECTBEHHOI'O aHAJIM3a KPOBOTOKA,

YTO IMOBBICUT TOYHOCTHh JUArHOCTHKH.

- 3.2.3 DHI0CKONUYEeCKHEe METOAbI

DHIOCKONMUYECKUE METOABI TUATHOCTUKY MTOPTATBHON TMIIEPTEH3UU Y IETEN
3aHUMAIOT  LEHTPAJIBHOE  MECTO B COBPEMEHHOM  IEAUATPUYECKOU
racTPOdHTEPOJIOTMM M TENaroJiorud, olecredynBas MpSIMYI0 BHU3yaJIU3alHIO
U3MEHEHUN CIM3UCTOM OOOJOYKH MHUIIEBAPUTEIBHOIO TPAKTA, BBI3BAaHHBIX
NOBBILICHHBIM JAaBJICHUEM B CUCTEME MOPTAIbHON BeHbI. [lopTanbHas runepreHs3us
(I1") y meTeit yaie Bcero pa3BuBaeTcs Ha (POHE BPOKACHHBIX WM TPUOOPETEHHBIX
3a0o0JieBaHUM NIeYeHU (HapUMep, LIUPPO3a, aTPEe3nH KEeIUHbIX MyTel, OUITHapHOTO
Uppo3a) JIMOO BHEMEUEHOUHBIX MPHUYMH, TAKUX KaK TPOMOO3 MOPTAJbHOW BEHBI.
DHAOCKONUS MO3BOJIIET HE TOJIBKO MOATBEPAUTH AUATHO3, HO U OLEHUTH CTETIEHb
TSYKECTH OCJIOKHEHHI, TAKMX KaK BApUKO3HOE paciirpenne BeH nunieoga (BPBII),
NopTajbHasl TacTPONaThs U PHUCK KPOBOTEUEHHMM, UYTO KPUTHUYECKH BAXKHO [JIS

BbIOOpA TEPANEBTUYECKON CTPATErHH.

OCHOBHBIE SHJIOCKOTTMYECKNE METOBI
1. D30daroractpoayonenockonus (3I'J1C)
OI'IC siBnsieTcst 30J10ThIM cTaHaapToM aiia aunarHoctuku BPBIT u nopTanbHOi
ractponatuu y aereit ¢ [1I". MeTon 3akitouaercsi B BBEJAEHUU THOKOTO YHAOCKOMA

Ycpe3 POTOBYIO IMOJIOCTD AJIA ACTAJIBHOTO OCMOTpPaA CIIM3UCTOM 000JIOUKH numeBoaa,



KETyJIKa U IBEHAIIATUTIEPCTHON KUIIKH. OCHOBHBIE SHIOCKOMUYECKUAE TPU3HAKH
[1I" BxiIrOYaroT:

- Bapuko3Ho-pacuimpeHHble BEHbI MUIIEBOAA: BU3YAIM3UPYIOTCS KaK WU3BUTHIE,
CUHIOIITHBIE CYOMYKO3HBIE CTPYKTYPHI, BHICTYMAIONINE B MPOCBET MuIIeBoaa. Mx
KJaccu(uKays mpoBOJUTCS MO CTEIIEHU BBIPAXKEHHOCTHU (HAIpPUMEp, IO CUCTEME
Paquet niu simoncko# kinaccudukanuu JRSVC), yauTsiBas 1uamMeTp BeH, HATHMYHE
"kpacHbIX 3HaKOB" (red SPots) u pucCK pa3phiBa.

- IlopranmbHas runeprensuBHas ractporarus (III'T): xapakrtepusyercs
MO3aWYHBIM PHUCYHKOM CJIM3HUCTON OOOJOYKHM KENyJAKa, HAIAIUEM 3SPO3UH,
remMopparuii wim "3menHoi koxxu'" (snake skin pattern), uro orpaxaet 3acToi KpOBH
B MUKPOIUPKYJISITOPHOM pYyCII€.

- JlyonmeHanbHbIC H3MEHEHHUS: PEXKE BCTPEUAIOTCS, HO MOTYT BKJIIOYAaTh BAPUKO3
BEH WJIU TUIIEPEMHUIO CIIU3UCTOM.

VY nereit npoeaenue ' JIC tpebyeT aganTaiuu K BO3PACTHBIM OCOOCHHOCTSM:
WCITOJIb30BAHUS DHJIOCKOIIOB MEHBIIETO AHaMeTpa (Hampumep, yIbTPaTOHKUX, 5-6
MM) U, MPU HEOOXOAMMOCTH, OOIIEH aHECTe3UH JJIi MUHUMHU3AIHMHU CTpecca U
MOBBIMICHUS 0€30TTaCHOCTH TPOIEAYPHI.

2. KancynbHast 3HI0CKOIUS

DTOT METOJ] TPUMEHSIETCS PEIKE, HO MOKET OBITh TIOJIE3€H JUIs OIICHKUA N3MEHEHUN
B TOHKOW KuIlKe, HemoctynHou mis cradpaptHor OIJIC. becnpoBogHas
BUJICOKAIICYJa, TporjiaThiBaeMasi peOCHKOM, TMepenaeT M300paKEeHUs CIU3UCTON
o0oy0uku Ha BHemHUM pexopnaep. Y gnerei c¢ I kancynbHash 3HAOCKOMUS
MO3BOJISICT BBIIBUTH PEIAKHUE CIAydad MOPTAIBHONW DHTEPOINATHU WM CKPBITHIE
WCTOYHUKU KpoBoTeueHUW. OHAKO OTpaHWUYCHUSIMU SIBISIOTCS HEBO3MOXKHOCTH
TIPOBEICHMS OMOTICUU U BBICOKAsi CTOMMOCTb.

3. DHpockonuyeckas yinbTpaconorpadpus (OYC)

OVC npencraBnsger coOOW KOMOMHAIMIO HHAOCKONUH M YIBTPa3BYKOBOTO
MCCJIEIOBAHUS, YTO 0OECIeUnBaeT BU3yAIM3AUIO HE TOJIBKO CIM3UCTON 000JIOUKH,
HO W COCYIHCTBIX CTPYKTYp B CTEHKE THIIEBOJAa H IKEIyAKa, a TaKKe

napa33odareajibHbIX U MaparacTpajibHbIX BeH. MeTo] 0COOEHHO LIEHEH I OL[EHKU



TOJIIIIAHBI CTEHKH BEH, CTETICHH X JUIATAIIMHA U HATHIUS TPOMOO30B B MOPTATHHOU
cucteme. Y gnered DYC uUCMONB3yeTCs] OTPAaHUYCHHO U3-32 HEOOXOIUMOCTH
CTICIIMATU3UPOBAHHOTO 000PYIOBaHUS U BBHICOKOW KBaM(PHUKAIIMK SHIOCKOINCTA,
HO B CJIOKHBIX TUArHOCTHUYECKHUX CIydasx OHA 3HAYMUTEIHHO IMOBHIIIAET TOYHOCTh

OLICHKH.

TexHuuyeckue U KIMHUYECKUE aCTIeKThI

OHnockonuyeckas auarHoctuka I y nereir TpeOyer ywera aHaToMo-
(U3HOTOrnYecKuX OCOOEHHOCTEN JEeTCKOro opraHusma. Hampumep, MeHbIIMIA
JMaMeTp MUIIeBOAAa M 00Jiee BBICOKAsl 3JIACTUYHOCTh TKaHEW MOTYT 3aTpyAHSTH
WHTEPIIPETALNIO BAPUKO3HBIX N3MEHEHUH Ha paHHUX cTaausx. Kpome Toro, y nerei
yaiie BcTpedaeTcss BHeneueHouyHas ¢opma [II°, cBs3anHas ¢ TpoMOO30M
MOPTAJIBHON BEHBI, UTO MOYKET MPOSIBIATHCS ATUIHMYHBIMH SHIAOCKONUYECKUMU
HAXOJIKaMH, TAKUMH KaK MU30JIMPOBAaHHAs TacTpajbHas BapUKO3HAs JuUiaTanus 6e3
BbIpaxkeHHOro BPBIL

KitoueBbIM MOMEHTOM SIBIISIETCS CTpaTU(dUKAIUS pUCKa KPOBOTCUCHHIM.
DHAO0CKOMUYECKUE KPUTEPUHU, TAKUE KaK pa3MepP BApUKO3HBIX BEH (>5 MM), HAJIUUKE
"KpacHbIX 3HAKOB" (BUIITHEBBIE TSATHA, T'E€MOPPATMYECKUE TOYKU) U TPHU3HAKH
MOPTAJIBHON TacTpPomaThUu, KOPPETUPYIOT C BEPOSATHOCTBIO TE€MOpPParuvecKux
OCJIO)KHEHUM. Y JeTeil ATU JaHHbIE JOTMOJHSAIOTCA KIMHUKO-Ta00paTOPHBIMU
MoKa3zaTeNisMu  (HampuMep, ypoBHEeM TpomOorutoB, wuHAekcom APRI) mnsa
KOMIIJIEKCHOM OLICHKH.

OrpaHuyeHus U MEePCICKTUBBI

HecMmoTpsi Ha BBICOKYIO WH()OPMATUBHOCThH, JHIAOCKOIMUYECKHE METOIbI
MMEIOT OTPaHUYCHUS: UHBA3UBHOCTh, HEOOXOAMMOCTh CEJallud WJIM aHECTE3UH, a
TaKKE€ PHUCK OCJIOXHEHUW (mepdopaius, KpPOBOTCUEHHUE), XOTA Yy JeTed OH
muaumaneH  (<0,1%). IlepcrnexkTuBBl  pa3BUTHUS  BKJIIOYAIOT  BHEJPEHHE
HUCKYCCTBEHHOTO WHTEJIJIEKTa TUISt aBTOMATU3UPOBAHHOTO aHanu3za

OHAOCKOIIMYCCKHNX H306pa}KeHHﬁ, YTO MOXKCT INIOBBICUTH TOYHOCTb JUAarHOCTHUKH, a



TaKXKC pa3pa60TKy MCHCC MHBA3UMBHBIX MCTOAOB, TAKHX KaK TpaHCHa3aJlbHasd

OHAOCKOITHA.

- 3.3 IuddepenunanbHass AMATHOCTUKA

Jns nuddepennmansaoi quarnoctuku 1INy geTeit HEOOX0IUMO YIUTHIBATD
aHATOMHYECKYIO JIOKATU3AINI0 00CTPYKIIMU KPOBOTOKA:
1. Ilperenarnueckre NMPUYMHBL: CBS3aHBI C HAPYLIEHWEM KPOBOTOKA 10 NEYEHH,
garre Bcero u3-3a Tpomo6o3a BopotHoi BeHbl (TBB). Y HOBOPOXXIEHHBIX ATO MOXKET
OBITh ACCOLMHUPOBAHO C KaTeTepH3alued IyNMOYHOM BEHBI, CENCUCOM WM
neruaparanuen. Y npereil crapiiero Bo3pacta TBB mMoxkeT ObITh BTOPUYHBIM IO
OTHONIIEHUIO K THUIEPKOATYJSIUOHHBIM cOCTOSIHUAM (neduuut mporenHa C, S,
antutpoM6OuHa I, myrauus gpakropa V Jleliaen).
2. UntparenaTudeckue MPUYMHBI BKJIIOYAIOT HUPPO3 IMEUEHU (HAMpUMEp, MpHU
OunmapHoil aTpe3nu, MYKOBHUCLHUIO03€, BpOXKICHHOM (ubpo3e TNe4YeHUu) W
HELUUMPPOTUYECKNE  HM3MEHEHUs  (y3JIoBasg  pereHepaTopHasi  TUIepIuiasus,
BPOXKJICHHBII ~ TEMAaTONOPTAJIBHBIA  CKJIEpPO3). OTH  COCTOSHHA  4acTo
COMPOBOXK/IAIOTCS HAPYIIEHUEM apXUTEKTOHUKH MeUeHU U (puOpo30M.
3. Iloctrenaruyeckue MPUYUHBI: OOYCIOBIIEHBI OOCTPYKIIMEH OTTOKAa KPOBH W3
ne4YeHu, Hanpumep, npu curapome banna-Kuapu (Tpom003 nedeHOYHBIX BEH) HIIN
CHABJICHUH BEHO3HOIO PyCa OIYyXOJISIMU.

Knunnueckue nposiBjeHUs: U UX poJib B TudPpepeHInaibHON JUATHOCTHUKE

Kimmnanueckas kaptuna I1I' y gereit BapbupyeT B 3aBUCUMOCTH OT ATUOJIOTUN
Y CTENEeHU KoMITeHcauu. OCHOBHBIE CUMIITOMBI BKIIFOUAKOT:
- ChnneHoMeranusi: TNPAKTUYECKH YHHUBEpPCAJIbHBIM MNPU3HAK, OJHAKO €€
BBIPAXXEHHOCTBH HE BCET1a KOPPEIUPYET € TsKecThro 111
- AcuWT: yamie BCTpeyYaeTcsl MPU HHTPAreNaTHUYEeCKUX W MOCTTeMaTHYeCKUX
IIPUYHHAX, PEXKE IPU U30JMpoBaHHOM TBB.
- Bapuko3Hoe pacmMpeHue BEH NUIIEBOJA M KPOBOTEUCHMS: XapaKTEpPHBI IS
mutenbHo cymectBytomie 17 moboit atnonoruu, Ho y aereit ¢ TBB moryt ObiTh

CAWHCTBCHHLIM ITPOSBIICHUCM.



- I'emaroMmeranvsi: TUNWYHA ISl LAPPO3a W HMHTPAreNaTUYECKUX NPUYUH, HO
OTCYTCTBYET HPH MPETENATHUYECKON 0OCTPYKIINH.

HuddepennmanpHas AMarHOCTUKA HAYMHAETCS C OLICHKW aHaMHe3a: HaTU4usl
HEOHATAJIBHOTO CETICHCa, ONepaluii Ha OPIONIHOW IMOJOCTH, CEMEHHOW HCTOPUU

TpoMOOUINHN UK TenaToOOMIMAPHBIX 3a00JICBaHUM.

JlabopaTopHbIe HCCIIETOBAHUS
JlabopaTopHble TaHHbIE TOMOTAIOT CY3UTh KPYT MOTEHIIUATbHBIX TPUYUUH:
- OOmwmii aHanu3 KpOBH: TPOMOOIMTONEHUS] U JICUKOTEHUS (THUIEPCIJICHU3M)
xapaktepHbl 1 Bcex Gopm III°, HO aHeMuUs MOXET yKa3blBaTh Ha XPOHUYECKOE
KPOBOTE€UEHHE U3 BAPUKO3HBIX BEH.
- [leueHouHble TPOOBI: TTOBBIIIIEHHWE TPAaHCAMHUHA3, IIeJI0UHON (pocdaTasbl U ramma-
riyTaMmuiTpancdepassl HaOII0AaeTCs IPU LUPPO3E WU OUITMAPHON aTpe3nH, TOTaa
kak npu TBB 31 nokaszarenu 4acto OCTaroTCsi B HOpME.
- Koarynorpamma: yjyinHeHH€e MPOTPOMOMHOBOTO BPEMEHU TUIIUYHO ISl IIUPPO3a,
HO ipu TBB MokeT OBITh CBSI3aHO C TPOMOO(DUITHCH.
- Mapkeps! pubposa (APRI, FIB-4): ucnonb3yrorcs 1151 olieHKU crenenu pudposa

IICYCHU IIPU UHTPArCIIAaTHYCCKUX ITPUYINHAX.

NHcTpyMeHTallbHASI TMarHOCTHKA

1. VnprpassykoBoe uccinenoanue (Y3U) ¢ nonmneporpadueii:

- TBB nposiBnsieTcs OTCYTCTBUEM WJIM PETPOTPaAHBIM KPOBOTOKOM B BOPOTHOM
BEHE, HAJIMYMEM KaBEpHO3HOM TpaHcpopMaluu.

- Lluppo3 CONpPOBOXKIAETCA TE€TEPOTCHHOM 3XOCTPYKTYpPOU INIE€YEHH, Y3JIaMU
pereHepanuu u npu3Hakamu ¢pudposa.

- Iloctrenatnueckass OOCTPYKLHS BBISBISIET TPOMOO3 IMEYCHOUYHBIX BEH WU
C/IaBJICHHE.
2. KowmmnstorepHas tomorpaduss (KT) m marHuTHO-pe3oHaHcHas Tomorpadus
(MPT): yTOUYHSIIOT aHATOMHUYECKHUE W3MEHEHUS, BBISBISIOT KOJUIATEPAIbHOE

KPOBOOOpAIIEHNE U OITyXOJIEBHIE MPOIIECCHI.



3. DHpockomus: o0s3aTenbHa I OIICHKHM BAapUKO3HBIX BEH MUIIEBOJA M PUCKA
KPOBOTCUCHHS.
4. 3mepeHue rpaueHTa NedeHoYHoro BeHo3Horo napieHus (HVPG): nunBazuBHbIiM

MeTO/I, moATBepKAaromuii naTparenatudeckyto 1IN (HVPG > 10 mwM pr. cT.).

I'ucronornyeckas oneHka
buorncus nedyenn nokasaHa py HEsICHOM tuosiorun uHTparenaruaeckon II°. Ipu
UPpO3€ BBIABISIETCS BBIPAXKEHHBIM (UOpO3 U y3/0Basg pereHepanus, IMpu
BPOXKIECHHOM (prOpo3e — NOPTAJIBHBIN CKIEPO3 0€3 3HAUUTEIBHOIO MOBPEXKICHUS

MMapCHXNMBI.

Anroput™m auddepeHunanbHON TMarHOCTHKU
1. Hckmouenue mperenaruueckond oOctpykiuu: Y3U c¢ pommmeporpadueit s
BbIsIBIICHUS TBB, TeCThI Ha runepkoaryIsiuro.
2. OrneHka UHTparenaTU4ecKon MaToJOTUM: aHAIU3 MEUYEHOYHBIX MPo0, MapKEepOB
bubpo3za, uzyanmzanus nedenu (Y3U, KT/MPT), 6uorncus npu He0OXOAUMOCTH.
3. IloaTBep kaeHUE MOCTIENAaTHICCKON MPUYHMHBL: JOMIIIEPOrpadus MEeUCHOTHBIX
BeH, MPT ¢ koHTpacTupoBanueM.
4. KowmmiekcHas  HUHTEPHOPETALMSA:  COUYECTAHHE  KIMHUYECKHX  JaHHBIX,
Ja00PATOPHBIX U MHCTPYMEHTAIIbHBIX METOJIOB JIJIsl UCKTIOUEHHS CMEIIAaHHBIX (POopM

(marmpumep, TBB Ha done nuppo3sa).

OcobeHHocTu y ieren
B neamatpuueckod mMpakTHKE BaXHO YYUTHIBATH BPOXKICHHBIE aHOMAJUU
(HampuMep, MOPTOCUCTEMHBIC IIYHTHI), PEIKHE METa0OJUYecKhe 3a0oeBaHMs
(6one3np BuibcoHa, TIMKOTEHO3bI) ¥ WH(PEKIMOHHBIE (HaKTOPBI (IITUCTOCOMO3 B
DHACMUYHBIX  PErHOHaX). JlnarHoCTHKA ~ OCJIOKHSIETCS ~ BO3PACTHBIMU

0COOEHHOCTSIMH HHTCPIPCTAMU JaAHHBIX U OTPAHUYCHHUAMUN HHBA3SUBHBIX MCTOAOB.



I'naBa 4. J/leyenne nopTajabHON rMNePTEH3UU
- 4.1 KoHncepBaTUBHbIE METObI

JleyeHHre MOPTAJIbLHOM T'MNIEPTEH3NUM: KOHCEPBATUBHbIC METObI Y 1eTeH

KoncepsatuBHoe seuenue 11" y nereit HampaBineHO Ha IPEAOTBPALLIECHUE U
Ky[IUPOBaHUE OCJIOXHEHUH (TakuX Kak BapUKO3HOE KPOBOTEUEHHE HW3 BEH
MUIIEBO/IA, ACIUT, TUIIEPCIUICHU3M), CTA0OMIM3AIMI0 TEMOJJUHAMUKH U YIIyUIICHHE
KauecTBa KU3HM narnreHTa. OHO pacCMaTpUBAETCs KaK OCHOBA TEpPAMU HA pAHHUX
CTaAusX WIM B KauyeCTBE JOINOJHEHHUS K WHBAa3UBHBIM MeronaM. Huxke
IIPEACTABIICHBI KJIIOUEBBIE ACIIEKThl KOHCEPBATUBHOTO MOAX0/1a, AAaITUPOBAHHBIE K

NEINaTPUIECKON MPAKTHUKE.

1. ®apmakojioruyeckass KOppeKuusi MOPTAIbHOIO IABJICHUSA

OCHOBHOM LI€TBI0O MEIMKAMEHTO3HOM Tepanuu SBISIETCd CHIKEHUE
rpajyueHTa TMOPTaIbHOTO JABJICHUS 3a CYET YMEHBIICHUS BHYTPHUIICUEHOYHOTO
COCYIUCTOTO COMNPOTUBIEHUS W/WIM MOIYJSIIIMM Ba30aKTUBHBIX (hakTopoB. B
neuaTpud  BBHIOOpP TMpErapaToB OrPaHWYEH U3-3a HENOCTaTKa JaHHBIX O
0e3omacHOCTH M A(PPEKTUBHOCTU, OJHAKO HEKOTOPhIE KJIACCHI MEIUKAMEHTOB
YCIIEIIHO MPUMEHSIOTCS C Y4€TOM BO3PACTHBIX OCOOCHHOCTEH.

HecenextuBHbie  OeTa-aipeHOOIOKATOPHI  (HampuMep,  MPOMPAHOJION,
HAJ0J10J1): DTU MpenapaThl CHUKAIOT MOPTAIBHOE JAaBJICHUE NMYTEM YMEHBIIEHUS
CEpJIEYHOT0 BHIOpOCA M CINTAHXHUYECKOTO KPOBOTOKA 3a cueT Omokazasl Bl- u f2-
penenTopoB. Y neTel T03UPOBKa MPOIPAHOIIOIA PACCUNTHIBACTCS UHANBUAYAIBHO
(006p1uHO 0,5-2 Mr/kr/cyT B 2—3 npuemMa) ¢ TUIaTeIbHbIM MOHUTOPUHIOM YacTOThI
cepaeunbix cokpamennit (HCC) u aprepuansHoro npasieHus (All). Llenesoit
abdext — camxenne YCC Ha 25% OT UCXOAHOTO YPOBHS, HO HE HUKE BO3PACTHOM
HOpMBL. [IpoTHBOMOKa3aHMsl BKIIOYAIOT OPOHXOOOCTPYKTUBHBIE COCTOSIHUSI U
BBIPOKECHHYIO OpaJKapauio.

BazoakTuBHBIE ~ areHThl  (COMATOCTaTHH,  OKTPEOTHO):  AHAJIOTH
COMAaTOCTaTUHA UCTIONB3YIOTCS 111 OCTPOr0 KOHTPOJISI KPOBOTEUEHHI U3 BAPUKO3HO

pacumpennblx BeH numeBoga (BPBII). OHu BBI3BIBAIOT  CIUIAHXHUYECKYIO



BA30KOHCTPUKLMIO, CHW)KAsi IPUTOK KPOBH K BOPOTHOU BEHE. Y NI€TEW OKTPEOTHN
Ha3HayaeTcs B Jo03€ |—5 MKI/KI/4 BHYTPUBEHHO B YCJIOBHUAX CTal[MOHapa C
MOHUTOPUHIOM TJIMKEMHHM, TaK KaK BO3MOXHO pPa3BUTHE THMIIOIVIMKEMHH WIHA
TUIIEPIIIMKEMUH.

HuTtpatel (Hanpumep, nuzocopouna MoHOHUTpAT): [IpuMeHeHne orpaHUUEHO
U3-32 pUCKa CUCTEMHOW TMIIOTEH3UH, HO B KOMOMHALUU ¢ OeTa-0J10KaTopaMu OHU
MOT'YT YCWIMBATh CHWKEHHE NOPTAIBHOIO JABJICHMS 32 CUYET BEHOAWJIATALUU.

Hcnons3oBanue y aeTeit TpedyeT JaabHEeHIINX UCCIeIOBaHUM.

2. [IpopuiiakTuKa ¥ JIe4eHUEe 0CI0KHECHUMN
KoHcepBaruBHbIE METOIBI Takke (POKYCHUPYIOTCS Ha MNPEJOTBPAIICHUU U
YIIPaBJICHUHA OCHOBHBIMU OcJIO)kHEHUAMU 11, Taknmu kak kpoBoTeueHus n3 BPBII,
acIUT U neveHouHas sHedanonatus (I119).
[lepBuuHas u BTOpU4YHAas NpoduiaakTuka KpoBoTedeHMil: HecenekTuBHBIE
0eTa-0710KaTOphl SABJISAIOTCS CTaHAAPTOM NEPBUYHOW MNPOPUIAKTUKH y JAETEH C

BBICOKMM pHUCKOM KpoBoTeueHuss u3 BPBII (Hanpumep, npu BbIBICHUU

BapuKo3HbIX y3510B |-l ctenenu no sugockonuueckum ganHsiM). [locne snu3ona
KPOBOTEUEHHUS (BTOpHUHAas npouIaKTHKA) Tepanus JOTIOJTHSETCS
HAOCKOIIMYECKUMU METOAAMHU (JturupoBaHue, CKJIEpOoTepanus), HO

MEIMKAMEHTO3HAas OJIIEPIKKA COXPaHSIET CBOIO POJIb.

Kontpone acrurta: Orpanuuenue Hatpus B nuere (1-2 MMONB/KI/CyT) H
JUYPETUKHU (COUPOHONAKTOH 1—3 MI/KI/CyT, MpU HEOOXOJUMOCTH B COUYETAHUU C
dbypocemugom 0,5-1 MI/KI/CyT) TpUMEHSIIOTCS JIJIsi KOPPEKIUKU acuuTa. Y AeTei
BOXHO YYHUTHIBATh DJIEKTPOJIMTHBIA OalaHc W (QYHKIUIO TOYEK, TaK Kak
THIEPKATUEMUS WU IETHAPATAIHSI MOTYT OCJIOKHUTH TCUCHHE.

- Ympasienue neueHouHou sHiedanonarueii: Jlakrymnosa (0,5-1 mu/kr/moza 2—-3
paza B JICHb) UCIOJB3YeTCS JUIsl CHIDKEHHUS YPOBHS aMMHaka B KPOBHU 3a CUET
U3MEHEHHUS KHIIECYHONH MHUKPOMIOPHI U YCHIEHUS OKCKPEIMH a30THUCTHIX
OPOAYKTOB. B TsDKENbIX ciydasix BO3MOXHO Ao00aBieHrne pupakCUMUHA, XOTS €ro

pUMEHEHUE y JeTel orpaHu4eHo og¢-ieiid ctaTycoM.



3. HyrpuTtuBHas noaiep:kxka
Hetu ¢ I[1I" yacTo cTpanaiT OT OEITKOBO-?)HEPreTUYECKON HEIOCTATOUHOCTH
U3-32 XPOHUYECKOTO 3a00JIeBaHNS TICUCHU U TUIIEPCIUIeHNn3Ma. J{nera 1omkHa ObITh
cOalaHCUpPOBaHHOM, ¢ yueToM notpedHocTy B kanopusix (130—150% ot Bo3pacTHOM
HOpPMBI) U Oenke (2—3 r/kr/cyT), ecinu HeT pu3HakoB I19. [Ipu aciiuTe Ha3HAYarOTCSA
HU3KOCOJIEBBIE TMPOIYKTHI, a MPU HEOOXOAMMOCTH BBOAHUTCS DHTEPATBHOE WITH

IMapCHTCPAJIIbHOC ITUTAHUC.

4. MOHMTOPHHT ¥ KOPPEKIUs KOATYJIONATHH
[1I" yacTo COMpOBOXKAAETCA HAPYILICHUEM CUHTETUUECKON (QYHKIIMU NIEUYEHH,
YTO NPUBOAUT K rumokoaryisiuud. Butamun K (1-5 Mr/cyT) HazHauvaercs mnpu
nedunure ¢akropo cBepthiBanus I, VII, IX, X. B cinydae kpoBoreueHus
IPUMEHSIOTCSI CBEXKE3aMOpPOKEHHasl IJa3Ma WM PEKOMOMHAHTHbBIE (DaKTOPbI
CBEPTBIBAHUS, XOTS MX UCIOJIB30BaHUE TPEeOYyeT CTPOroro KOHTPOJIS BO n30exaHNe

neperpy3ku 00bEMOM.

5. UMmyHonpopuIaKTHKa U MHPEKUMOHHBbIN KOHTPOJIb
Hetn c¢ TII' momBep>keHbI BBICOKOMY PHUCKY HHGEKIHA (Harpumep,
CIIOHTAHHOTO  OakTepuajabHOro  mneputonurta). lIpodunakThka  BKIIOYAET
BaKIMHALIMIO MPOTUB renaTuToB A u B, MHEBMOKOKKOBOW M MEHHHTOKOKKOBOM
uHpexknui. [lpm mnopo3peHrr Ha HHQPEKUUIO TPUMEHSIOTCS aAHTUOMOTHKHU
mupokoro cnekrpa (uedanocnopunsl Il mokonenus) ¢ mocaemyromen

ﬂeacxanauneﬁ I10 pe3yJibTaTaM I10CCBA.

OrpaHuyeHusi U NEePCHEKTUBBI
KoncepBatuaoe neuenue I[II" y meredt sdpdextuBHO nns crabunumsanuu
COCTOSSHUS M OTCPOYKHM  XHPYPrHYECKOTO  BMEIIATEILCTBA  (HAIpUMED,
IIYHTAPOBAHUS WM TPAHCIUIAHTAIMM TIEYCHH), OJHAKO OHO HE YCTpaHseT

ICPBOIPUINHY. HepCHeKTI/IBBI BKIIIOYAaOT HM3YUYCHHUEC HOBBIX Ba30aKTHBHBIX



npenaparoB (HampuMep, TEpa30CHHA) M TAapreTHOM TepanuH, HanpaBICHHOW Ha
¢ubporenes neuenu. Heo6xoanmel fanbHEUIINE MHOTOIEHTPOBBIE UCCIIETOBAHMS
JUISL ONTUMM3ALMU JTO3UPOBOK M Pa3pabOTKH CTaHAAPTOB BEJICHUS MAI[UEHTOB B

MeINaTPUU.

- 4.1.1 MeauxkaMeHTO3HAasI Tepanus
MeaukaMeHTO3HAs Tepanus NOPTAJIbLHOM THIIEPTEH3UH Yy 1eTel

VY nereit III' umeer cBoM OCOOEHHOCTH, OOYCIIOBJIICHHBIC ITHOJIOTHYECKON
FEeTEPOTCHHOCThIO, BO3PACTHBIMM  ACHEKTaMU METa0o0JIu3Ma JIEKapCTBEHHBIX
CPEACTB U OTPaHUUYEHHBIM CIIEKTPOM KJIMHUYECKHUX JAHHBIX MO 3()PEKTUBHOCTU U
0e30MacHOCTH MEJAMKAMEHTO3HOM Tepanuu. JledeHune HampaBlIeHO Ha CHIDKCHHE
MOPTAIBHOTO AaBJIEHUS, MPO(UIAKTUKY OCIOKHEHUH (TaKUX KaK KPOBOTCUCHHUS U3
BAPUKO3HO pPACIIMPEHHBIX BEH IMUIEBOJA M JKEIYJKa, aclUT, [ECYECHOYHAas
sHIe(amonaTusi) U KOPPEKIMI0 OCHOBHOTO 3abosieBaHusi. B manHOM pazjene
paccMaTpUBaIOTCS OCHOBHBIE IMOJAXO0/IBI K MEIUKAaMEHTO3HOU Tepanuu [11'y nerei ¢
aKIIEHTOM Ha (PapMaKoJIOTHUYECKHE MEXaHU3Mbl, KIIMHUYECKYIO d(PPEKTUBHOCTD U

O0COOEHHOCTH MPUMEHEHHS.

1. Hecnennduueckue B-aapeno0.,10KkaTopbl

Hecneunduueckue P-agpeHOOIOKATOpPHI, TaKHe Kak MPOMNPAHONON H
HAJIOJIOJ, SIBJISIIOTCS KPaeyroJibHbIM KaMHEM MeAuKaMeHTO3Hou tepanuu 1IN y
B3POCJIbIX, U UX UCIIOJB30BAHUE SKCTPAIIOJIIUPYETCS Ha NEAUATPUUYECKYIO TPAKTUKY .
MexaHu3M AeHCTBUA 3akirodacTcss B Omokane Pl- m f2-ampeHopernentopoB, YTO
OPUBOJUT K CHIDKEHHIO CcepAeyHoro BbIOpoca (3a cuer ymeHblueHus [1-
CTUMYJISLIMK) U BA30KOHCTPUKIMU B ME3EHTEPUATBHBIX COCY/IaxX (3a CUET OJIOKAIbI
B2-penenTopoB C BEICBOOOXKIEHUEM 0-aIPEHEPTrHUECKOr0 TOHYCa). DTO YMEHbIIIAET
KPOBOTOK B BOPOTHOU BEHE U, COOTBETCTBEHHO, IOPTAIILHOE JaBJIECHUE.

B nenuatrpum mpomnpanosion HaszHavaeTcss B goze 0,5-2 mr/kr/cyt B 2-3
pyuemMa ¢ TUTPOBAHUEM JI0 JOCTHIKEHHSI LIEIEBOT0 CHUYKEHUS YaCTOThI CEPIIEYHBIX

cokpatenuii (UCC) Ha 25% 0T HCXOAHOTO YPOBHSI, HO HE HUXKE BO3PACTHON HOPMBI.



Opnako 'y geredl HEOOXOAMMO  yYUTHIBaTh BO3PACTHBIE  OCOOEHHOCTHU
TeMOJUHAMHUKH, PUCK THUNOTIMKEMHH (OCOOEHHO y  MIIQJICHIIEB  H3-3a
UHTUOMPOBAHUS TJIMKOT€HOJIM3a) W  IOTEHUIUAIbHBIE OpPOHXOCHACTUYECKHE
3¢ ¢deKTbl, YTO OrpaHHYMBAET NPUMEHEHHE Y TMAIMeHTOB C COIMyTCTBYIOUICH
OpOHX000CTPYKTUBHON [aToJIOTHEH. Knuanueckue HCCIIEI0BAHUS
JIEMOHCTPUPYIOT CHM)KEHHE PUCKA MEPBUYHOTO W BTOPHUYHOTO KPOBOTECUCHHS U3
BAapUKO3HBIX BeH nuiieBojaa Ha 20—40%, ogHako JaHHBIE IO JETCKOM MOMYJISUUN

OCTarOTCs OTPAaHUYCHHBIMHU U Tpe6YIOT H&HLHeﬁmero HN3YyUCHU:I.

2. Bazonpeccopsbl H aHAJIOTH Ba30NpecCuHA

TepaunpeccuH, CUHTETUYECKMH aHAJIOT Ba30IPECCHHA, NPHUMEHSETCS B
OCTPBIX CUTyallUsIX, TAKUX KaK KPOBOTEUEHHE U3 BAPUKO3HO PACIIMPEHHBIX BEH. Ero
neiictBue 00yCIIOBIEHO akTuBanueil V1-penenTopoB IIaJKOMBIIIEUYHBIX KJIETOK
COCY/IOB, YTO BBI3bIBACT BHIPAKEHHYIO BA30KOHCTPUKIUIO B OacceliHe BHYTPEHHUX
OpraHOB, CHMW)Kas INPUTOK KPOBH K BOPOTHOM BEHE. Y JeTel TEPJIMIPECCHH
ucroaszyercss B go3e 0,02—0,066 mr/kr kaxasie 4—6 4acoB, yalie B YCIOBHSIX
peanumanuu. [To6ounbie 3P (HEKThI BKIIOYAIOT UILIEMUIO TEpUPEPUIECKUX TKAHEH,
TUTMIOHATPUEMHUIO M KapJAHOBACKYJISIPHBIE OCIOXKHEHHS, YTO TPeOyeT THIATEIIbHOTO
MOHUTOpHUHTA AMeKTpoauTHoro 6ananca u DKI'. B otnuune ot B3pocibIx, y AeTe
MeTa00JIM3M TEPIIUIIPECCUHA MOXKET OBITh 3aMEJIJIEH U3-3a HE3PETOCTH MEYEHOUHBIX
(dbepMEeHTOB, UTO YBEIMYUBACT PUCK KYMYJISIIIUH Tperapara.

CoMarocTaTUH MW €ro CHHTETHMYECKHI aHaJOr OKTPEOTH] TaKXKe
NPUMEHSIOTCS JUIsl KOHTPOJIE OCTPOro KpoBOoTedeHHs. OKTPEOTHJ HHTHOMPYET
BBICBOOOJKJICHUE Ba30JMJIATATOPHBIX TMENTHUIOB (TJIFOKaroHa, Ba30aKTHBHOTO
WHTECTUHAIBHOTO MENTHAA), yMEHbIIas MNOpPTalbHBIA KpOBOTOK. Jlo3upoBKa y
neTeit cocraBnseT 1-5 MKI/Kr/4 B Buje HenpepbiBHOW nH(y3un. [Ipenapat xoporio
MEPEHOCUTCS, OJIHAKO €ro d3(PQPeKTUBHOCTP B MNPOPUIAKTUKE PEIUINBOB

KPOBOTEYEHHMN Y I€TEN U3yUyeHa HEOCTATOYHO.

3. HutpaTsl ¥ Ba30AWJIATATOPBI



Opranuueckre  HUTpaThl  (HampuMmep,  K30CcOpOMAA  MOHOHUTPAT)
WCITOJIB3YIOTCS KaK abIOBaHTHAs Tepanwsi Jyisl ycrieHus dddexra -010kaTopos 3a
CUYeT CHIDKEHHS BHYTPUIIEYCHOYHOTO COCYJIMCTOTO COMPOTUBICHUS 4Yepes
axTuBanuio NO-3aBHUCHMBIX ITyTel peiaKcalny IIagKoi MycKynaTypsl. OTHaKo UX
NPUMEHEHHE Y JIeTell OrpaHWYeHO H3-3a PHCKA CHCTEMHOW THIIOTCH3WU U
HEJOCTaTKa JIaHHBIX O O€30MacHOCTH B TEIUATPUUYECKON  MpaKTHKe.
DKCHEpPUMEHTAIBHO M3YYar0TCsl HHTHOUTOPHI ocdoanudcrepasbl-S (cunmenadun),
koTopsie MoaynupytoT NO-curHanbHbIe TyTH, HO UX poiib B Tepammu 111" y mereit

ITIOKa OCTAacTCsA Ha CTaAUU KIMHNYCCKUX HCCH@I[OB&HHIZ.

4. AHTH(PUOpPOTHYECKNE U 3THOTPOIHbIE IPEeNapaThl

[Ipu III', 00ycioBIEHHON LUPPO30OM IMEYEHU, MEIMKAMEHTO3HAsl Teparus
HaIpaBJIeHa Ha 3aMeJiieHue puoporeHe3a U KOPPEKIM0 OCHOBHOTO 3a00JI€BaHUS.
Ypconezokcuxonenas kucinora (YIXK) B no3ze 15-20 mMI/kr/cyT npuMeHseTcs npu
OWJIMapHOM LUPPO3€ Il YIYUIICHUS KEITYEOTTOKA U CHWXKEHHS BOCHANCHUs. Y
neteit ¢ BupycHeiMu renatutamu (HBV, HCV) ucnonb3yroTcss npoTHBOBUPYCHBIE
npenapatbl  (3HTEKaBHp,  cO0pocOyBHp),  KOTOpble  MOTYT  3aMEIJIUTh
nporpeccupoBanre (uOpo3a W KOCBEHHO CHHM3UTHh IOPTAJIBHOE JaBJICHUE.
NHrubuTopsl aHrHOTEH3UH-TIPpEBpaNiaroniero QgepMentra (Hampumep, J03apTaH)
JEMOHCTPUPYIOT aHTU(HUOpOTHUYECKHI ADPEKT B IKCIIEPUMEHTATBHBIX MOJICIISIX, HO

HUX IPUMCHCHHC Y neTeﬁ OI'PaHUYCHO HU3-3a PUCKA I'MIIOTCH3WHU U THIICPKAJIUCMHUHN.

5. Koppexkuust 0cj10:KHeHUI
Menukamenro3Hass Ttepanus [II° y gered BKIOYaeT  ynpaBlICHUE
ocioxxHeHusiMu. [lpu acuure MCHONB3YIOTCS COUPOHONAKTOH (1-3 Mr/Kr/cyT) u
dbypocemun (0,5—1 Mr/Kr/cyT) ¢ MOHUTOPHHTOM 3JIEKTPOJIUTOB M (DYHKIIMH TTOYECK.
[TIpodunakTuka CHOHTAHHOTO OaKTEPUAIBHOTO TEPUTOHUTA MPOBOAUTCS C
NOMOIIbI0  HOp(QIIOKCAllMHA WM  UUOpO(IIOKCallMHA, XOTS  JaHHbBIE IO

ONTUMAJBHBIM JI03aM Yy JETE€d OrpaHudeHbl. [l JiedeHuss NEeYEHOYHOU



sHIIeaTONaTUH MPUMEHSIOT JaKTyn03y (1—2 MI/Kr/cyT) u pupakCuMuH, KOTOPBIN

o0aiaeT MEeHbIIIEH CUCTEMHOM abcopOIe U Tydiiel IepeHOCUMOCTBIO.

- 4.1.2 [Iluerorepanus
JAuerorepanus MOpTAJIbHOU HIIEPTEH3MH Y IeTeH
Y perenn III' conmpoBOXKIAaeTCd TAKUMHU OCJIOXKHECHUSMHU, KaK BapUKO3HOE
paclIMpeHue BEH NUILNEBOJAA, ACUUT, CIUICHOMETadus W THUIEPCIUVIEHU3M, YTO
TpeOyeT KOMIUIEKCHOTO IIOAXOJa K JICUEHHWIO, BKJIIOYasl JUETOTEpaIlhi0 Kak

HEOTHEMIIEMYIO YaCTh NOAJEPKUBAIOLIEH U NPO(UIAKTUUECKON CTPATETUH.

OcCHOBHBIC IPUHIMIIBI IHETOTEPATIMA

JlueroTepanus NpU NOPTAIBHOW THIIEPTEH3WH Y JETEM HaIlpaBJICHA Ha
MUHUMH3ALUI0 HAarpy3kd Ha TenaToOMIMApHYI0 CHUCTEMY, MpeAoTBpalleHue
OCJIO)KHEHMM, KOPPEKLHIO HYTPUTUBHOIO CTaTyca M IMOJAJEpKaHUE TOMEOCTasa.
OcCHOBHEIE 331aYH BKJIIOYAIOT:
1. CHmXeHue MOopTajIbHOTO JaBJICHUS MyTeM YMEHbUIEHHS o0beMa U CKOPOCTH
NOCTYIJICHUSI TUTATENIbHBIX BEIIECTB, CHOCOOCTBYIOUIMX THMIEPINHAMHYECKOMY
KPOBOTOKY B BOPOTHOM BEHE.
2. TlpodunakTuka KpOBOTEUEHHH U3 BApUKO3HO pPAaCIIMPEHHBIX BEH 3a CUeT
ONTHUMM3ALMA COCTaBa MWLM U TOPEIOTBpPALICHUS MEXaHUYECKOro WM
XUMHUYECKOTO pa3/IpakeHusl CIU3UCTON O0OJOUKH KEITyA0YHO-KUILIEYHOTO TPaKTa
(KKT).
3. Koppekuuss MeTabOIMYEeCKUX HApYLIEHUM, CBS3aHHBIX C MEYEHOYHOU
TUCPYHKIMEH, BKItOYas TUIONPOTEMHEMUIO, THUIOATOYMUHEMHUIO U HapyIICHHE
0OMeHa aMUHOKHCIIOT.
4. TlonnepxaHue afeKBaTHOTO POCTa U Pa3BUTHsI, YTO OCOOEHHO aKTyaJbHO MAJIS
NeAUAaTPUUECKON TPAKTUKH, TA€ JeUUUT TMHUTAHUS MOXKET TPUBECTH K

H€O6paTI/IMBIM IIOCJICACTBHAM.

HyTpuTHBHBIE aCTIEKTHI U COCTAB PALIMOHA



Hueta npu I1I" y neteit nomkHa ObITh HHIMBUYaTU3UPOBAHA C YUETOM 3THOJIOTUN
3a00J1eBaHus, CTEIIEHH IEYEHOYHOM HEJOCTATOYHOCTH, HATMYXS aCLIMTa U BO3pacTa

IHannyucHTA. OcHOBHBIC PCKOMCHIAAIWH BKIHOYArOT!:

1. Be1KOBBIi KOMIIOHEHT
ITpu III" BaxkxHO OanmaHcHpoBaTh MOTpeOICHUE Oeka, 4ToO0bl M30ekKaTh Kak
TUIO-, TAK U TUIepIpoTenHeMun. Pexomenryemast Hopma coctasisieT 1,0—1,5 r/kr
MaccChl TeJla B CyTKH, OJHAKO MPU BhIpaKEHHOU neueHouHo sHedanonatuu (119)
oHa cHmxkaercs a0 0,5-0,8 r/Kr ¢ NOPEeUMMYIIECTBEHHBIM HCIOJb30BAaHUEM
PaCTUTEBHBIX OCIIKOB 1 aMHHOKHCIIOT C pa3BeTBIeHHOH 1ienbio (BCAA — neituH,
u3zoneiiuy, BanmuH). BCAA  cnocoOCTBYIOT — CHIDKEHHMIO — KOHIICHTpAlUU

apOMaTHYECKNX aMUHOKHUCIIOT B KPOBH, YTO YMEeHbIIaeT puck [10.

2. Kupbl

JIunuIHBIA KOMIIOHEHT JOJDKEH cOCTaBisATh 25-30% oT oOmieit kamopuitHoCTH
panmona. IIpeamodyreHue oOTHaeTCs JIETKOYCBOSIEMBIM KHpaM  (Hampumep,
cpennenienodeunsie  tpurauiepunas, MCT), kotopeie MeTaboONMM3UPYIOTCS
HE3aBHCHMO OT JKEIYHBIX KHUCJIOT, YTO OCOOEHHO Ba)XXKHO MNpPH HApPYIIEHUU HX
CUHTEe3a medeHblo. OrpaHuyeHue TYTOIUIaBKMX JKMPOB W TPAHCKUPOB

MHUHUMU3HUPYET HArpy3Ky HA FeMaTOLMNTBHI.

3. YriaeBoabl

VYTrieBoabl  SABISIOTCS  OCHOBHBIM — HMCTOYHMKOM  dHepruu  (50-60%
KAJIOPUMHOCTH) U JOJKHBI OBITH TPECTABICHBI MPEUMYIIECTBEHHO CJIOKHBIMU
dbopmamu  (11€IbHO3EPHOBBIC TPOJYKTHI, OBOIIA C HHU3KUM TJIUKEMHUYECKUM
nHjaekcoM). IIpocTeie caxapa OTrpaHMYMBAIOTCS JJIS TPEIOTBPAIICHUS PE3KUX

KOJICOAHUH TIIIOKO3BI U CTUMYJIALIMU THIICPANHAMNYCCKOTO KPOBOTOKA.

4. MUKpPOHYTPHEHTBI



Hedbunut ButamuuoB (A, D, E, K, rpynmer B) u MmukposneMeHTOB (IIMHK,
cesieH, Marauii) yacto Habmogaercsa npu [N u tpeOyer koppekuuu. Buramua K
OCOOEHHO BaKEH I HOPMAJM3allMM KOAryJsSlUH, a IIMHK CIHOCOOCTBYET
yIy4IIeHUI0 OapbepHOM (YHKIMU KHUIIEYHHUKA W CHIDKEHUIO TPAHCIOKALUU

6aKTCpI/IaJII>HI)IX TOKCHHOB.

5. Coaib ¥ JKMIKOCTH

[Tpu Hamu4uM acruTa U OTEKOB OTPEOICHNE HATPHUS OTPAHUIMBACTCS 10 2—
3 r/cyTku, a o0beM CBOOOJHON MKUAKOCTH KOPPEKTUPYETCS B 3aBUCUMOCTH OT
nuype3a (o0brayHO 80-100% oT Qusnonornueckoit HopMmbl). Hcmonb3oBaHue

JMYPETUKOB TpeOYeT MOHUTOPUHTA AIIEKTPOIUTHOTO OanaHca.

Crnenuduyeckue aCleKThbI AUETOTEPANNHU

- Ilpodunaktuka kpoBoTeueHuil: MckmrowaroTcs rpybasi KieTyaTka, OCTpBIE,
YKapEHbIE W KHUCJIBIE POIYKTHI, KOTOPBIE MOTYT TPaBMUpPOBaTh CIU3UCTYIO KKT
WIM YCWINBATh CEKPELHUIO COJSHON KHUCIOTHI. [IMina rmogaercss B MpoOTEPTOM HIIU
MIOPeoOpa3HOM BUJIE, C YACTBHIM JIPOOHBIM MPUEMOM (5—6 pa3 B CYTKH).

- Koppekuuss acuura: IlomMumMO oOrpaHu4eHMs] HATpHUs, BO3MOYKHO BBEJICHHE
albOyMHHAa TApeHTEpabHO WM Yepe3 AUeTy (IIpH XOopolled MepeHOCHMOCTH
Oenka) ISl NOAJEpKaHus OHKOTUYECKOTO JaBJICHUS TIa3Mbl.

- OHTEpaJIbHOE M MapeHTepalbHOE NuTaHue: [Ipu BBIPaKEHHOW KaXEKCUU WM
HEBO3MOKHOCTH epopaIbHOro npuema MUIIA UCIOJIb3YIOTCS
CTHCIMATU3UPOBaHHbIE CMecH C BbICOKUM conepkannem BCAA u MCT.
[TapeHTepaibHOE NMUTAaHWE MPUMEHSAETCS B KpAalHUX CllydasX C YYETOM pHCKa

MH(EKIIMOHHBIX OCIIOKHEHUIA.

IleaguaTpuyeckue 0COOEHHOCTH
VYV nereit ¢ III' HEOOXOIMMO YUYWUTHIBATh MOBBIINIEHHbIE MOTPEOHOCTH B
SHEPI'MM U IUIACTHYECKUX MaTepuanax il pocta. KalopuiHOCTb pacCUUTBHIBACTCS

uHAUBUAYyabHO (00br4HO 120-150% OT BO3pacTHOl HOPMBI IPH KaXEKCHUH),



OJTHaKO M30BITOYHOE MUTAHUE HEAOMYCTUMO M3-3a PUCKA YCHJICHUS TIOPTAIHLHOTO
naBneHus. [IcuxosmMommoHanbHbI KOMPOPT peOeHKa TakKe UTPaeT pojib: JUeTa

JIOJKHA OBITh BKYCHOM M Pa3HOOOpa3HOM B paMKax JIOMYyCTUMBIX OTpaHUYECHHM.

MoHuTOpPHUHT U 3P (PEKTUBHOCTH
O} hekTUBHOCTh AUETOTEPANIUU OLEHUBACTCS MO JIMHAMUKE KIMHHUYECKUX
CUMIITOMOB (yMEHBIICHHE acIUTa, CTAaOMIM3allks MaccChl Tena), J1aOopaTOPHBIX
nokazareneid  (ypoBeHb anbOymMuHa, OwiIMpyOuMHa, aMHUHOTpaHcdepas) U
WHCTPYMEHTAJBHBIX JAaHHBIX (YIBTpa3ByKoBas AoMIIieporpadusi BOPOTHON BEHBI).
PerymsipHbIil KOHTPOJIb HYTPUTHUBHOTO CTaTyca C UCIOJIB30BaHNEM aHTPOTIOMETPUU

)51 6I/IOHMHGI[aHCOMeTpI/II/I IMO3BOJIACT CBOCBPCMCHHO KOPPCKTUPOBATH PAIlHOH.

- 4.2 Xupypruieckue MeTOAbI
- 4.2.1 Xupyprudeckue BMelIaTe1bCTBA HA MOPTAJIbLHON cCHCTEMeE
Xupyprudeckue MeTo/Ibl JieYeHUs] OPTAJIbHON TMIepPTeH3UN y JeTel:
BMEIIATEJIbCTBA HA MOPTAJBHOM CHCTEMe
Y nereit III' compoBOXAaeTcss psaOM TKENBIX OCIOXKHEHUHM, BKIIOYas
BApUKO3HOE DPACIIMPEHUE BEH MMILEBOJA M JKEIyJKa C PUCKOM KPOBOTECUYEHUH,
aclUT, TUIEPCIUICHU3M U 3HuUedanonatuo. XUpypruueckue BMeIllaTelbcTBa Ha
NOPTAJIBHON CUCTEME OCTAIOTCS BAKHBIM KOMIIOHEHTOM KOMILJIEKCHOTO JICUEHUS,
O0COOEHHO B CyyasiX, KOrjJia KOHCEpBaTUBHAs TEpanus OKa3bIBA€TCS HEJOCTATOUHO
sbdexTtuBHON. B ngaHHON rnaBe MoHOrpaduM paccMaTpUBAIOTCS OCHOBHBIE
XUPYPruYeCKUe METOMBI, IPUMEHsAeMble U1 Koppekuuu [II' y nereit, ¢ akneHToM

Ha UX TCXHHUYCCKHC aCIICKTHI, IIOKA3aHW:A, OCJIOKHCHHUA U AOJIT'OCPOYHBIC NCXOIBI.

Knaccudpuxkauus Xupypru4ecKux BMeliaTe/1bCTB
Xupypruueckue wmeronpl jedeHus IIIT y nmereld MOXHO pa3aenurs Ha

HECKOJIBKO KaTeropI/HZ B 3aBUCHUMOCTH OT UX IECJIN U MEXaHU3Ma )IGI\/'ICTBI/ISII



1. JlekoMIIpeCCHOHHbIE OINEpalii — HalmpaBJIE€Hbl HAa CHWKEHHUE JABJICHHUS B
NOPTAJILHOM CHUCTEME IMyTEeM CO3JlaHusl IIYHTOB (IMOPTOCUCTEMHBIX  WJIU
ME3EHTEPUKOCUCTEMHBIX aHACTOMO30B).

2. JleBacKynsIpU3UPYIOMIKE MNPOLEAYPHl — MPECICAYIOT LEAb MPEIOTBPALICHUS
KPOBOTE€YEHUM M3 BAPUKO3HO PACIIMPEHHBIX BEH IyTEM HX MEPEBSI3KUA WU
PE3EKIIUH.

3. TpaHcnaHTanmuss NEYEHHW — PAAUKAIBHBIA METOJl, NPUMEHSEMBIM IpHU
TEPMHUHAJIBHBIX CTAAUSAX ITIEUCHOUYHOW HEJOCTATOYHOCTH, conpoBoxaatomeit I11.

4. Koppekiusi aHaTOMUYECKUX aHOMAJIMI — BKJIFOUAET ONEepaliy, HAIIPABJIECHHbBIC Ha

YCTpaHEHHE TPOMOO30B HJIM CTEHO30B COCYAOB MOPTATbHOU CUCTEMBI.

JlekoMnIpecCHOHHBIE ONePaAllUU

JIEKOMIIPECCUOHHBIE LIYHTUPYIOLIME BMEIIATEIbCTBA SABJISIOTCS OCHOBOU
xupypruueckoro jeuenust [II" y gereil, ocoOEHHO TpU BHEMEUEHOYHOU (opme
oOCTpykIIMM BOpOTHOM BeHbl. K Hamboliee pacnpocTpaHEHHBIM MeETOAaM
OTHOCSATCS:

Me3sentepuko-kaBaiabHblii 1IyHT (myHT Pekca): Coznmanue anacTomo3a
MEXy JIEBOW BETBHIO BOPOTHOM BEHBI (CErMeHT REX) M HIKHEW MOJIo BEHOU ¢
WCIIOJB30BAaHUEM  AyTOJIOTMYHOTO  BEHO3HOTO  TpaHCIUIaHTara (Hampumep,
BHYTPEHHEUW SIPEMHOI BEHbBI). ITOT METOJ BOCCTAHABIMBACT (PU3MOJOTHUECKUUN
KPOBOTOK 4epe3 MeueHb, YTO 0COOCHHO BaXKHO Y JIeTeH C COXpaHEHHOUN (PyHKIMe
renatouToB. Omepanusi TpeOyeT BBICOKOM TOYHOCTH COCYJIUCTOrO IIIBa U
TIIATELHON MpPEIONepallMOHHON OIIEHKH ¢ moMmolibio anruorpaduu uiu MPT ¢

KOHTPACTHPOBAHUEM.



JlucTanbHbIi CIUICHOPEHANIbHBIA IMIYHT (omepainus YoppeHa): AHAcToMo3
MEXK]y CEJIE3CHOYHOM M JICBOM INOYEYHON BEHOW ITO3BOJIAET JEKOMIIPECCUPOBATH
MOPTAIBHY0 CUCTEMY, COXPaHssi HEKOTOPBIM YPOBEHb IOPTAIBHOIO KPOBOTOKA B
neueHb. [Ipumensiercss pexe y nered H3-3a TEXHMYECKOM CIOKHOCTH M PHUCKA
TpoM0O03a aHaCTOMO3A.

[ToprokaBanbHbli MIyHT: [IpsiMOe coenrHEHHME BOPOTHOM BEHBI C HUKHEU
noJioil BeHOW 3()(PEKTUBHO CHUXKAECT JAaBJIEHUE, HO NMPUBOJAUT K TOJHOW yTpare
HOPTAIBHOTO KPOBOCHAOKEHUS NIEUEHU, YTO MOXKET yCYIYOUTh dHIIePaloNaTHio U
HapylmuTh pocT peOeHka. B mnenuaTpruyeckol MNpakTUKE HCIOJB3YeTCs B

HCKIHOYUTCIBHBIX CIIydadXx.

JleBacKy/JIsIpU3HPYIOLIHE NPOLEeYPbl
[Ipy HEBO3MOXXHOCTH BBITIOJIHEHUSI IIYHTHUPOBAHUS (Hampumep, IpHU

muddy3HoMm  TpoMOO3e MOPTATbHOM CHUCTEMBI) MPUMEHSIOTCS  OIEpaluH,



HaIpaBJICHHBIC HA IMTPCAOTBPAICHNC KpOBOTe‘-IeHI/Iﬁ M3 BAPHUKO3HbIX BCH IMHUIICBOAA

U JKeIlyKa:

- Onepanus Cyruypsl: MHOrostansasi npouenypa, BKJIIOYAKOIIAs MEPEBA3KY BEH
IUIIEBOJA U JKEIIYAKA, CINIEHIKTOMHUIO U PE3EKIUI0 HIKHEW 4YacTU IHUIIEBOJA.
HecMoTpst Ha 3(pPeKTUBHOCTH B KOHTPOJIE KPOBOTEUYEHMI, OHA COMpPSIKEHA C
BBICOKMM PUCKOM PELUANBUPYIOIIETO BApUKO3a U HHPEKLNOHHBIX OCIOKHEHUH.

- DHIOCKONMYECKAsl CKIEpOTEpanus C  MOCIEAYIOEW  XUPYPrU4eCKOU
noanepxkoil: KomMOMHaLMsT MUHHUMAJIbHO WHBA3WBHBIX METOJOB M OTKPBITBHIX
BMEUIATENbCTB MMO3BOJISIET IOCTHYb BPEMEHHOM CTa0MIM3alK COCTOSIHUS peOeHKa

C IMoCjaCcaAyrOIHM IJIaHUPOBAHUCM pa)Z[I/IKaﬂBHOfI orcpanru.

TpancniaHTauus nNeYeHu
TpaHcranTaluusi MEUYEHH OCTAeTCS METOJIOM BbIOOpa NpPH LUPPO3E HUIIU
HeoOpaTtuMoit BHyTpuriedeHouHOM [II', 0COOEHHO eciu OHa COMPOBOMKIACTCS
JIEKOMIIEHCAaue (QyHKIMU opraHa. Y JeTeil JTOHOPCKUM opraH MOXET OBITh
MOJIYYEH KaK OT KMBOTO JOHOpA (4Yallle poAuTeENs), TaK U OT KajaBpa. TexHuueckue

ACIICKThI BKIIIOYAOT PCKOHCTPYKIUIO COCYIHUCTBIX dHACTOMO30B C YYCTOM MaJIOI'O



JMaMeTpa CoCy10B U HEOOXOAMMOCTb JUIMTEIbHOM IMMYHOCYIIPECCUBHOM TepaIuu

IMOCJIC OIICpalu.

Koppekuus anHaToMu4eCKHUX aHOMAJIMH
[Tpu BHeneuenouHoit [1I, BEI3BaHHON TPOMO030M BOPOTHOM BEHBI, BO3MOYKHO
BBITIOJIHEHUE TPOMOAIKTOMUHU WJIM PEKaHAIU3AIMKU C UCIOJIb30BAaHUEM OajllIOHHOMN
AHTUOIUIACTUKA U CTEHTUPOBAHUA. JTU METOJbI TPEOYIOT MEKIUCIUILIMHAPHOTO

nmoaxoaa € y4aCTueM MHTCPBCHIUOHHBIX PAJHOJIOTOB U XUPYPI'OB.

Oci10’)kHeHMs M IPOTHO3

XHUpypruuecKkue BMEIIATeIbCTBA HA IIOPTAIBHOM CHUCTEME Yy JeTed
COMPSKEHBI C PSAOM PHUCKOB, BKJIOYas TPOMOO3 IIYHTa, MH(MEKUUH, PELUIHB
KPOBOTEUEHMH, IEUEHOUHYIO OHHIE(PANIONaTUI0 U OCJIOXKHEHHUsS, TaKue Kak
KPOBOTEUYEHHE W3 BAPUKO3HO-PACUIMPEHHBIX BEH MHIIEBOAAa. KpoBoTreueHus u3
BApUKO3HBIX BEH IMHILEBOJA MPEACTABISIIOT COO0M OAHY U3 HamboJiee OMacHbIX U
YacTO BCTPEYAIOIIMXCS MPUYMH, TPEOYIOIUX HEMEHJIEHHOTO BMEIIATeNbCTBa,
OCOOEHHO B KOHTEKCTE MOPTAJIbHOM THMNEPTEH3UMU. OJTHU KPOBOTEUEHHSI MOTYT
OPUBECTH K TSHKEJIBIM TeMOJUHAMHYECKMM pPacCTpOMCTBAM U TpeOyroT
CBOEBPEMEHHOM JMAarHOCTUKU U JIEYEHMsS [UI IPEJOTBPALIEHUs JIETAIbHOTO
UCXOJa.

Cpean MeTomoB XHPYpPrHYECKOTO JICHYEHMs, HAIpPABJICHHBIX HAa KOHTPOJIb
BAPUKO3HBIX BEH IMILEBOJA M OCTAHOBKY KpPOBOTE€UEHHM, MOYKHO BBIJIEIUTH
HECKOJIBKO OCHOBHBIX MOJXOJOB. Y CTaHOBKA 30HJa biiekMopa sABISETCS NEPBBIM
HTAIIOM IPHU AKTUBHOM KPOBOTEYEHUH, [IOCKOJIBKY 3TOT METOJI IIO3BOJISIET BPEMEHHO
OCTaHOBUTHh KPOBOTEUECHHE 3a CUET MEXAHMYECKOIO JABJICHUS HAa BAapHUKO3HO-
paciMpeHHbIE BEHO3HbIE CIUIeTeHUs nuieBoaa. Hecmorps Ha 3p@exkTUBHOCTSD,
JaHHBIA MeToN TpeOyeT OCTOPOKHOCTH B TNPUMEHEHHH, YUHUTHIBas PHUCK
MOBPEXJICHUS CIM3UCTON OOOJOYKH M OCIIOKHEHUH, CBS3aHHBIX C JJIUTEIbHBIM

HaXO0XACHHUEM 30HIA.



JlpyruM METOJIOM, UCIIOJIb3YEMbBIM JIJIA JICUEHUS] BAPUKO3ZHBIX BEH, SIBJIACTCS
AMOOJIM3ALMS BEH, KOTOpas MO3BOJISET 00eceunTh 00Jee JOITOCPOUHbIN A (PExT,
OJIOKMPYS KpPOBOTOK B PpACIIMPEHHBIX BEHAaX. OTOT METOJ BBIMOJHSIETCS C
WCIIOJB30BaHUEM KaTeTepU3allii M BBEACHUS CIEIHUAIBbHBIX AMOOIM3UPYIOMINX
MaTepUaJioB, YTO MPUBOAUT K TMEPEKPHITUIO BAPUKO3HO-PACHIUPEHHBIX COCYJIOB,
MHHUMM3UPYS PUCK MTOBTOPHBIX KPOBOTCUCHUH.

Haxkowner, B ciaydae cTaOMJIBHOTO COCTOSIHMSI MAIMEHTAa U MPU OTCYTCTBUU
MPOTUBOMOKA3aHUM, MOXHO  PAacCMOTPETh  HHIOCKOMUYECKOE  YIIMBAHUE
BAPUKO3HBIX BEH C IIOMOINBIO COBPEMEHHBIX MHWHHUMAJIbHO HWHBA3UBHBIX
TEXHOJOTHH. DHIOCKOIIMYECKUE METOIbI TTI03BOJISIIOT JOCTHYD BRICOKOM TOUHOCTHU B
JeYeHnH, o0ecrieurnBasi ObICTPOE BOCCTAHOBJICHHUE M MUHUMH3AIMIO TPAaBMAaTH3AIIUH

TKaHEMU.



- 4.2.2 TpaHcbhOry1apHOE HHTPANCYCHOYHOE MOPTOCUCTEMHOE
myHTupoBanue (TIPS)
XUpYpPru4ecKue METOAbl JIEUCHHS MOPTAJIbHOM THUIEPTEH3UU Y JETEU:

TpaHchIOTYIsIpHOE HHTpANIeYeHOYHOE TopTocucTeMHoe myHTuposanue (TIPS)



Connects a branch of the portal vein to

a branch of the hepaticvein Hepatic veins flow out of the liver

Portal vein flows into the liver

Cpenn XHpPYprHUECKHX METOJOB JIEYEHHS O0OCO00€ MECTO 3aHWMaeT
TPAHCHIOTYIIIPHOE HMHTPAIEYCHOYHOE MOpTocucTeMHOe mryHTupoBanue (TIPS),
KOTOpPO€ B TOCJIEIHUE JECATHIETUS 3apEKOMEHIOBAJO ce0si KaK MUHUMAJbHO
WHBAa3WBHAasI ® BBICOKOAd((EKTHBHAS TIpoleaypa, OCOOCHHO B  CIydasx

pedpakrepnoii 11T

OO6mas xapakrtepucTtuka Mmeroaa TIPS

TpanchlOTyIsIpHOE HMHTPANEYEHOUYHOE TMOPTOCUCTEMHOE IIYHTHPOBAHUE
MIPEICTABIIIET COOOW PHAOBACKYJIIPHYIO TIPOIEIYPY, HAMPABICHHYIO HA CO3JaHUE
MCKYCCTBEHHOTO COYCThS MEXIy BOPOTHOM BEHOW M NEYEHOYHOW BEHOW 4Yepe3
MapeHXUMy II€YeHH C UCIoJb3oBaHueM cTeHT-rpadTa. OcHoBHas 1enb TIPS
3aKJIIOYACTCS B CHWDKEHMHM TIOPTAJIBHOTO JaBJICHUS] TyTEM IepeHanpaBICHUS
KPOBOTOKAa W3 CHCTEMbl BOPOTHOW BEHbI B CHUCTEMHBIH KpPOBOTOK, MUHYS
MeYeHOYHY0 mnapeHxumy. [lporeaypa BBITIOTHSAETCS 107 PEHTIEHOJIOTHYECKUM
KOHTPOJIEM C JIOCTYIIOM 4epe3 SIPEMHYIO0 BEHY, UYTO IMO3BOJIIET MUHUMU3UPOBATH
XUPYPTUUECKYIO TPaBMaTUYHOCTh, OCOOCHHO Yy JIeTel ¢ 0CIa0JEHHBIM COCTOSTHUEM

3JI0POBBSI.
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Iloka3anus k TIPS y nereii

[Ipumenenue TIPS y meamaTpuueckux MAIMEHTOB OTPAHUYEHO CTPOTHMHU
MOKa3aHUSIMU BBU]ly AHATOMUYECKHX U (PU3HOJIOTUYECKUX OCOOCHHOCTEN JETCKOTO
OpraHusMa, a TakKe IOTEHUUAJIbHBIX JOJITOCPOYHBIX OCIOXHEHUH. OCHOBHBIE
MOKA3aHUs BKJIFOYAIOT:
I. OcTpoe KpOBOTEUEHHME W3 BAPUKO3HO PACIIMPECHHBIX BEH MHUIIEBOJA WIH
KEIyJKa, HE TMOJJAUIeecss SHIOCKONUYECKOMY WIM MEIUKAMEHTO3HOMY
KOHTPOJTIO.
2. PeunnuBupytromue KPOBOTEYEHHS], HECMOTpsI  Ha aJICKBaTHYIO
npoUIAKTHYECKYI0 Tepanuio (Hampumep, JHWTUpOBaHHME BEH WM Oerta-
0JIOKaTOPHI).
3. PedpakTepHblil acIUT, YCTOMUUBBIN K IUYPETUYECKON Tepanuu U MapaleHTe3y.
4. Tpom003 BOpPOTHOM BEHBI C Pa3BUTUEM CHUMITOMATHYECKOW MOPTATIbHOU
TUNIEPTEH3UH, KOT1a JPYTHUE METOIbI IEKOMIIPECCUN HEBO3MOKHBI.
5. IloaroroBka K TpaHCIUIAHTALMU MEYEHU KaK MOCT-TEpamnus A CTaOUiIn3aluu

COCTOSIHUSA peOeHKa.



Texnuka BoinojiHenus TIPS

[Ipomenypa TIPS 'y ngereii  TpeOyeT BBICOKOW  KBaIH(UKAINH
WHTEPBEHIIMOHHOTO PAJMOJIOTa U aJanTalud CTaHAAPTHONM TEXHUKH K MEHBIINM
pa3mepaM COCYJAOB U aHATOMUYECKHUM OCOOEHHOCTSM. (OCHOBHBIC 3Tallbl
BKJIIOYAIOT:
1. CocynucThlil JOCTYI: MyHKIMS BHYTPEHHEN sIpeMHON BeHBI (OOBIYHO MPaBoOi) ¢
BBEJICHUEM KaTeTepa Mo/ YIAbTPa3ByKOBBIM KOHTPOJIEM.
2. Kanronmsuus TMEYEHOYHOW BEHBI: 4Yepe3 HUKHIOI TOJyI0 BEHy Karerep
MIPOBOJIUTCS B OJHY U3 IIEUYEHOYHBIX BEH (UaIle TPaBylo).
3. IlyHKIMs BOPOTHOM BEHBI: C UCIOJIb30BAaHUEM CIIEIUAIBLHON HUIJIbl (HampUMep,
cucrembl ROsch-Uchida) BeimosHsIeTCsT  TpaHCBIOTYJISPHBIA  TIEpEXoa  depes
MapeHXUMY TIEUSHH /IS JOCTyIa K BOPOTHOM BEHE.
4. U3mepeHue naBieHUs: MPOBOJIUTCS TPAAUCHT JABICHUS MEXKIY BOPOTHOW W
NeYeHOUHOM BeHamu (mopTocucteMHbidt rpaaueHt, PSG). Llenesoit PSG mocrne
TIPS gomxeH cocTaBiATh MeHEe 12 MM PT. CT.
5. VYcranoBka creHT-rpadTa: mociae  OajUIOHHOW — JWiIaTaliMk  TpakTa
YCTaHABIIMBACTCS MOKPBITHIM CTEHT (00BIYHO M3 monmrterpadropatuicHa, PTFE),
00eCIeYnBaOIINIA TOJITOBPEMEHHYIO MPOXOIUMOCThD IIIYHTA.
6. Koutpons: anruorpaduss u mommieporpadus MOATBEPKIAIOT aJeKBATHOCTh

KPOBOTOKA U CHUKCHHUC ITOPTAJIBHOI'O TaBJICHMUSI.

OcobOennocru y nereu
VY mnemmaTpudeckux NalMeHToB npumeHeHwe TIPS compspkeno ¢ psgom
TEXHUYECKUX U KIMHUYECKUX CI0KHOCTEN:
- AHaroMUYecKH€ OrpaHUYEHMs: MEHBIIMM JuaMeTp COCylIOB Tpeodyer
WCIIOJIb30BAHUSI CTEHTOB MEHbBINEro pasmepa (00brdyHO 6—8 MM mpotuB 10 MM y
B3pPOCJIBIX), YTO MOBBIIIAET PUCK CTEHO3a WIIN OKKIIFO3UU.
- Poct pebeHka: ycTaHOBIIEHHBIN CTEHT HE pacTET BMECTE C MAIUEHTOM, YTO MOXKET

noTpeOoBaTh PEBU3UU WU 3aMEHBI B Oy TyIIIEM.



- [leuenounas sHIIEanONaTHs: XOTS PUCK HIDKE, YEM Y B3POCIbIX, N3-3a MEHbBIIIEH
CTETICHU TEYEHOYHOW AUC(YHKIMU, OH OCTAaeTCs 3HAUYMMBIM OCIJIOKHEHUEM,
O0COOEHHO MpH LIUPPO3E.

- Jlonrocpounsie UCX0bl: AJaHHbIE 0 TpuMeHeHuu TIPS y nereii orpanndensl, 4To

3aTpyAHACT IMIPOTHO3UPOBAHUC OTAAJICHHBIX PC3YJILTATOB.

P PeKTUBHOCTDH U OCJI0KHEHUS

TIPS nemoHcTpHpyeT BBICOKYIO 3(h(PEKTUBHOCTH B KOHTPOJIE OCTPBIX
KpoBoTeueHui (ycrnex nocturaerca B 90-95% ciiyyaeB) U CHUKEHUU MOPTATBLHOTO
nasienus. OgHAKO MPOLEaypa aCCOIUUPYETCS C PSAOM OCIOKHEHUH:
- Pannue: nundexuun, KpOBOTEUEHUS B MECTE MTYHKIMH, IIOBPEKACHUE COCYI0B WU
TICYCHH.
- [lo3aaue: nuc@yHKIMs MIyHTa (CTEHO3 UK TpoM003, 10 50% B TeueHUe epBOro
rojia), neuenounas suiedanonarus (10-20%), remomnus.
Y nereét yactora MUC(PYHKIIMU IIyHTa MOXKET OBITh BBHIIIE HM3-32 MEHBIIETO

AUaMCTpa CTCHTA U aKTUBHOI'O pOCTa COCY,I[I/ICTOﬁ CHCTCMBEI.

AJIbTEPHATHBBI M EPCHEKTUBBI

TIPS paccMmarpuBaeTcs Kak MpOMEKYTOUHBIN METO MEXK Ty KOHCEPBATUBHOM
Tepanuell W paguKaIbHBIMH XHUPYPTrHYECKUMU BMeEIIATEILCTBAMU (HAIIpPUMeED,
IIYHTUPOBAHUE 110 TUITY ME3EHTEPUKO-KaBAIbHOTO WJIM TPAHCIUIAHTAIIUS TICYCHH ).
B cpaBHEHHU C OTKPBITBIMH MTOPTOCUCTEMHBIMU IIIyHTaMU (Hampumep, 1o Warren
wim  Rex), TIPS o0namaer MeHbIEH WHBa3WBHOCTBIO, HO yCTymaeT B
JOJITOBPEMEHHOW ~ TPOXOAUMOCTH.  [lepCreKTHBBI  pa3BUTHS  BKJIIOYAIOT
WCITOJIb30BAaHUE OWMOJETPATUPYEMBIX CTEHTOB M YIIYYIICHHUE MAaTEpUajOB JIJIS

MPEIOTBPALLECHUS CTEHO3A.

- 4.3 HoBble MeTOAbI JIeYEHH S U TEPCIEKTUBbI
HoBble MeTOABI JIE€UEHUS U TTEPCTIEKTUBBI JICUEHHUSI MOPTAIBHON THIEPTEH3UN

y JeTen



HecmoTtpst Ha 3HaUNUTENBHBIA POIPECC B JUArHOCTUKE U JICUEHUU JTAHHOTO
cocrosinug, I1I" octaerca oTHON U3 BeAyIIMX MPUYMH BBICOKOW 3a00JIEBAEMOCTHU H
CMEPTHOCTHU CPEIU JIETE ¢ XPOHUUYECKUMU 3a00J1eBaHUAMU 11eueHU. COBpeMEHHbIE
MOAXOAbl K TEpalMd HANpaBICHbl HAa CHWKEHHE MOPTAJIbHOIO JIaBJICHMS,
IPEJOTBPALICHUE OCIOKHEHUH (TaKMX Kak BapUKO3HOE KPOBOTEUEHUE U3 BEH
MUIIEBO/A, ACUUT U TUIEPCIIEHU3M) U YIIyUlIEHUE KaueCTBA KU3HU NallMeHTOB. B
MOCNIC/IHUE TOABl AKTUBHO pa3paldaThIBAIOTCS U BHEAPSAIOTCS HOBBIE METOIbBI
J€YEHUsl, KOTOpbIE€ OTKPBIBAIOT MEPCIEKTUBBl 1 Oonee 3(P(HEKTUBHOIO

YHpaBJIICHUA 3TUM COCTOSIHUCM.

CoBpeMeHHBIE TepanieBTHYECKHE MOAXO0AbI

1. ®apMako0ru4ecKkas Tepanus

TpaiuurOHHO I CHWXKEHHMS IOPTAJIBHOTO [JABJIECHUS NPUMEHSIOTCS
HECEJIEKTUBHbIE O€Ta-0JI0KaTOPbI (HAIpUMEp, IPONPAHOIIO0I), KOTOPhIE YMEHBIIAIOT
CEpJIEYHBIN BHIOPOC U BBI3BIBAIOT CINIAHXHUYECKYIO Ba30KOHCTPUKIMIO. OIHAKO y
JIeTel X MCIOJIb30BaHKME OTPAHUUYCHO M3-3a HEJOCTATOUYHOM JI0Ka3aTelbHOW 0a3bl,
BapuadeNnbHOCTH (PAPMAKOKMHETUKH M pUCKA MOOOYHBIX 3(PPEKTOB, TaKUX KaK
OpoHXOCMa3M WIM TUIOTeH3Us. B mocrnenHue roapl BHUMaHHE HCCIEOBaTeNeH
IIPUBJIEKIN Ba30NPECCUHOBBIE AHAJIOTM (HAlpuUMeEp, TEPIUIPECCHH), KOTOPHIE
JEMOHCTPUPYIOT BBIPAKEHHBIA BA30KOHCTPUKTOPHBIN 3P(EKT B CIUTaHXHUYECKOU
obnactu. MccrnenoBaHus MMOKa3bIBAIOT, UTO TEPJUIIPECCHUH MOXET OBITh
3¢ (eKTUBEH B OCTPOM KOHTpPOJE BapPUKO3HBIX KPOBOTECUEHUH Yy JNETEH, XOTS

A0JITOCPOYHBIC JaHHBIC ITOKAa OIrpaHUYCHBI.

2. DHI0BACKYJISIPHbIC BMENIATEIbCTBA

OHUM U3 KITIOYEBBIX TOCTHXXEHUM B ieueHuu 11" ctano mmpokoe BHeIpeHUE
TPAHCIOTYJIIPHOTO BHYTPHUIIEYCHOYHOT'O TIOpTOCKCcTeMHOrO tryHTHpoBanus (TIPS).
VY nereit 3Ta mporieaypa ajanTUpoBaHa ¢ Y4ETOM aHATOMHUYECKHUX OCOOCHHOCTEH 1
MEHbIIero auameTpa cocynoB. TIPS mo3BomsieT 3 (pexkTuBHO NEeKOMIIEHCHPOBATH

NOPTAJBLHYIO TUIIEPTEH3UIO0, CHUXKAsl PUCK KPOBOTEUEHUH U pedpaKkTepHOro acluTa.



OngHako ee NpPUMEHEHHE COMNPSKEHO C pUCKaMHU, BKIIOYas ME€YEHOUYHYIO
sHIEQaATIONATHIO U CTEHO3 IIyHTa, YTO TpeOyeT MaTbHEUIIUX HCCICAOBAHUN NI
ONTUMU3AIIMY TEXHUKHU U TIOCJIeONepallMoOHHOr0 BeaeHus. Kpome Toro, pazpabotka
OWopasmaraéMbIXx CTEHTOB MOXKET CHH3UTh HEOOXOJUMOCTh ITOBTOPHBIX

BMCIIATCJIBCTB, YTO O0COOCHHO AKTYaJIbHO JIA HGI[I/IanI/I“IGCKOﬁ IMOITYJIALINH.

3. Xupypruyeckue MeTOAbI

Knaccuueckne 1myHTHpyOmKME —ornepanuu  (Hampumep, ME3eHTEPHUKO-
MOPTATBHBIN WM CIUICHOPEHATBHBIA IIYHT) MOCTENICHHO YCTYHAalOT MECTO MEHEe
WHBA3UBHBIM TI0JIX0/IaM, OJHAKO OCTAIOTCS aKTyaIbHBIMH MPU TPOMOO03€ BOPOTHOM
BeHbl WIM B chydasx, korma TIPS mpotuBomokazan. IlepcrieKTHBHBIM
HaIlpaBJICHUEM SIBIIICTCS pa3pabOTKa JamapOCKOMMYECKUX TEXHHUK, KOTOPHIE

MHUHUMHU3HUPYIOT OIICPALNUOHHYIO TPABMY U YCKOPAIOT BOCCTAHOBJICHHC.

IlepcnekTHBHBIE HATIPABJICHUS

1. 'enHasi Tepanus ¥ pereHepaTUBHAasA MeIULMHA

OmnuMm w3 HauboJiee  MHOTOOOCIIAIONIMX — HAMpaBJIICHUN  SBIISIETCS
MCIIOJIb30BaHUE TEHHOM Teparuu sl KOPPEKIIMU HapYLIECHUM, JIeXKaIINX B OCHOBE
[1I". Hammpumep, pu HacIEACTBEHHBIX 3a00JICBaHUSX, TAKUX Kak 00JIe3Hb BuibcoHa
win nedunut anbda-1l-antutpuncuaa, Bo3Moxxao npumeHernne CRISPR/Cas9 s
pEOAaKTHPOBaHUS TEHOMa TrenarouuToB. llapamienbHO aKTUBHO WCCIEAYIOTCS
METOJbl  KJIETOYHOM Tepalmuu C  HCMHOJb30BAHUEM  CTBOJIOBBIX  KJIETOK
(Me3eHXUMAaTbHBIX WK UHAYIHUPOBAHHBIX ITFIOPUIIOTEHTHBIX ), KOTOPBIE CITIOCOOHBI
CTUMYJIMPOBaTh pEreHepalUi0 IEUYCHOYHON MMapeHXWMbl M BOCCTAaHABIMBATh

HOPMaJIbHBIM KPOBOTOK B CUCTEME BOPOTHOW BEHBI.

2. TapreTHasi MOJIEKYJIAPHAsl TEPANIUA
W3yueHne MOJIEKYJSpPHBIX IMyTeH, peryaupyromux ¢QuoOporeHes
BAa30KOHCTPUKIIMIO, OTKPBIBAET BO3MOXKHOCTH [UIsl Ppa3pabOTKU TapreTHBIX

npenapatoB. UHrHOUTOPHI pelienTopoB aHTMOTeH3MHA ||, aHTaroHUCTHI SHIOTEINHA



u Moaymsatopsl okcuaa azota (NO) mneMOHCTpUPYIOT MOTEHIMal B CHU)KEHUU
NOPTAJIBLHOTO JaBJIeHUs U (prOpo3a B SKCIEPUMEHTAIBHBIX MOJIETAX. Y JIeTel TaKue
npernaparsl TpeOyIOT TIIATEIBHOM OLEHKHU 0€30IaCHOCTH, HO UX BHEPEHUE MOYKET

paauKaJIbHO U3MCHUTD IMOAXOMI K JICHCHUIO.

3. UckyccTBeHHBIN HHTEIEKT U EPCOHATM3MPOBAHHAS MeIMIIMHA
[IpumeHeHne anropuTMOB MAIIMHHOTO OOYyYEeHMs [Js aHalIW3a JaHHBIX
yibTpa3BykoBoi anactorpapuu, MPT u OuomapkepoB ¢ubdposza mno3Bosser
nporao3upoBath TedeHue [II' u onTUMHU3UPOBATH TEPANEBTUUECKYIO CTPATETHIO.
[lepcoHamM3UpPOBaHHBIA TOJXOJl, OCHOBAHHBIA HA TEHETHYECKOM Mpoduie Hu
cTaauu 3a00JIeBaHUs, MOXKET MOBBICUTH 3()P(PEKTUBHOCTH JICYUEHHUS WU CHU3UTH

4acTOTY OCJIOKHEHUM.

4. HoBbIe 3HI0CKONNYECKHE TEXHOJIOTHH

VYcoBeplIEHCTBOBaHME  HHAOCKONMMYECKHMX  METOJOB,  TaKMX  Kak
DHAOCKOIMYECKAss CKJIEpOoTepanus W JIMTUPOBAaHUE BAPUKO3HBIX BEH C
MCITIOJIb30BaHUEM OMOCOBMECTUMBIX KJi€eB (HalpuMep, IMaHOAKPUIIATA), TOBBIILIAET
KOHTPOJIb HaJ KpoBOTeUeHHsMH. [lepcrekTuBbl CBsI3aHBI C pa3pabOTKOH
pPOOOTU3MPOBAHHBIX CHUCTEM, 00ECIEUMBAIOUINX BBICOKYIO TOYHOCTh M CHUKEHHE

pHUCKa OCIIOKHEHHM.

IIpo0JieMbI M EPCIIEKTUBBI

Hecmotps Ha 3HauuTenbHble JOCTHXKEHUs, Jedenue [l y neren
CTAJIKUBAETCA C PSIJIOM BBI30BOB: HEJIOCTATOK PaHIOMU3UPOBAHHBIX UCCIICIOBAHUM,
rE€TEPOr€HHOCTh ATUOJOTUM U OTPAHUYEHHBIC JTAHHBIE O JIOJTOCPOYHBIX MCXOJIAX.
bynymee tepanuu CBA3aHO C MHTErpaliedl MyJIbTUMOJAIBHBIX TOAXOJIOB,
BKJIIOYAIOMMX  ()apMaKOJIOTHYECKUE, HHTCPBEHIIMOHHBIE M PErcHEepaTUBHBIC
METOZIbl. MeXayHapoOAHOE COTPYAHUYECTBO M CO3/IAHUE PETUCTPOB IMAIMEHTOB
MO3BOJISIT HaKOIUTh JIaHHEIE, HEOOXO0TMMBIE JUISt pa3paboTKH

CTaHAAPTU3HUPOBAHHBIX ITPOTOKOJIOB.



I'nasa S. Ilpopuiakruka u peaduauranus
- 5.1 IIpeBeHTUBHbBIE MePbI
VYuuThiBas BBICOKYIO BEpPOSTHOCTh OCJOKHEHHH, TAaKUX KaK BapHUKO3HOE
pacllipeHHe BEH [MHINEBOJAA, ACIUT, CIUIEHOMErajausi U  IEYCHOYHasd
sHIlepanonaTus, pa3paboTKa CcTpaTeruid MNPOPWIAKTHKH U peaduIuTaluu
pruoOpeTaeT NEPBOCTENEHHOE 3HAYEHUE B IeAUaTpUIeCcKor npakTuke. Hactosmmuii
pa3zael NOCBAILIECH aHAIU3Y MPEBEHTUBHBIX MEP, HAIIPABICHHBIX HA MUHUMU3ALUIO
pucka paszsutus III°, a Takxke peaOMIMTALMOHHBIX MOIXOJOB IS YIy4YlIECHUS

Ka4dycCTBa KU3HU IMTallUCHTOB.

IIpodunakTuka NOpTAILHON IMIIEPTEH3UU
1. IlepBruHas NPOPUIAKTHKA: IPEeAOTBPALIEHHE ITHOJIOTHIeCKUX (GaKTOPOB

- KoHTpoJib HH(DEKITMOHHBIX TeNaTUTOB. Y JeTel 3HaYuMYyI0 pojib B pa3Butuu [1I°
UTPAIOT BUPYCHbIE remaTuThl (Hampumep, rematut B u C), mepemarommecs
BEPTUKAJILHO WJIM B paHHEM Bo3pacTe. Baknunanus npotus renatuta B B pamkax
HAIIMOHAJIBHBIX KaJeHAapel MMMYHM3allUM, a TakKKe CKPUHUHI OEpEMEHHBIX Ha
BUPYCHBIC MapKepbl CYIIECTBEHHO CHUXXAIOT PUCK XPOHU3aUU HHOEKIUH U
nocieayriero pudposa nevyeHu.

- PanHss 1uarsocTuka v J€4eHHE BPOKICHHBIX aHOMaIU. Takue COCTOsIHUS, KaK
aTpe3usi JKEeMYHBIX TMyTeH WM BpOXKICHHbIH (PuOpo3 meueHu, TPeOYIOT
CBOEBPEMEHHOTO XUPYPTrUUE€CKOTO BMEIIATEIbCTBA (Hanpumep, onepaiuu Kacan) u
MEIMKAMEHTO3HOM  KOPPEKUMH [JIi  TPEJOTBPAIICHUA  MPOrPECCUPOBAHUA
nopTaipHOro ¢hudpo3sa.

- [IpodunakTuka TpomMO03a BOPOTHOM BEHBI. Y HOBOPOXKJICHHBIX M MJIAJICHIICB
TpoMOO03 MOKET OBITh CBSI3aH C KaTeTepu3aIlieil MynmoyHoil BeHbl. ONTUMH3AIUs
NpoleAyp KaTeTepu3alluu, HCIOJIb30BaHUE AHTUKOATYJISIHTHON Tepanuu (mpu
HaJMYUU TOKAa3aHU) U MOHUTOPUHI CBEPTHIBAIOIIEH CHUCTEMBbI KPOBH SIBIISIOTCS

KJIIOYCBBIMHU MCPaMU.



2. Bropuunas mnpoduIaKTHKA: YyHOpaBjieHHe MPeIPaCHoIaraluMu
COCTOSTHUSIMHU

- [IpyMeHeHre HEMHBAa3UBHBIX METOAOB TUATHOCTHKH, TAKUX KakK dacTorpadus
(FibroScan), mo3BosisieT BBISIBIIATE paHHUE craguu  ¢QuoOposza. HazHadenue
rernaTonpoTeKTOPOB  (HAampuUMep,  YPCOAE30KCHXOJEBOM  KHUCIOTBI) |
aHTU(PUOPOTHYCCKUX areHTOB TpeOyeT NANTbHEHIINX HCCIIEOBAaHUMN, OTHAKO WX
MCTIONIb30BAHNE MOKET 3aMEIIUTh MPOTPECCUPOBAHHE.

- V gereil ¢ ayTOMMMYHHBIM TENaTUTOM WM TEPBUYHBIM CKJIEPO3HPYIOLIUM
XOJAHTUTOM HWMMYHOCYIPECCUBHAS Tepanusi (KOPTHKOCTEPOHIbI, a3aTUOTPHH)
HamnpaBJICHA HAa CHIDKCHUE AaKTHBHOCTH BOCHAJICHUS U  TPEJOTBPAICHHE
HOPTAJIBLHOTO JaBIICHHUS.

- OrpaHudeHue HATpHs, TOJJICPKaHUE aeKBATHOIO HYTPHUTHUBHOTO CTaTyca W
NpEIOTBPAILICHHE OKUPEHHS MTEYeHH (BKII0Yasi HEAIKOTOJIbHYIO KHPOBYIO O0JIE3HD

HG‘-IGHI/I) CHMIKAIOT HAaI'py3KYy Ha IIOPTAJIbHYIO CUCTCMY.

3. TpernuHas npoPUIAKTHKA: IPEeIOTBPALIEHHE 0CJI0KHEHUH

- DH0CKONUYECKUI CKPUHUHT U MPOPHIAKTUKA KPOBOTECUEHHIA.

PerynspHoe mpoBeneHue 330(aroracTpoayoJCHOCKONMUA Y JeTed ¢
ycraHoBjieHHOH [1I" 103BoJIS€T BBISBUTH BAPHKO3HOE PACIIMPEHUE BEH MMHIIEBO/IA.

[TpodmmakTudyeckoe JUTUPOBAHUE UITH CKIIEPOTEPAIHs B COUCTAHUHU C HA3HAYCHUEM



HECEJICKTUBHBIX 0eTa-0J0KaTOpoB (HampuMmep, MPOMPAHOIO0TA) CHUKAIOT PHUCK
MAaCCHUBHBIX KPOBOTCUCHUH.

- AwnTubaktepuanbHas npoduIaKkThKa. Y JeTed C aclUTOM BBICOK PHUCK
CIIOHTAHHOTO  OaKTEpHATLHOTO  TMEPUTOHUTA, YTO TpeOyeT NPUMCHECHHUS
aHTUOMOTUKOB (Hampumep, HopQuioKcalliHa) B NPOQPUIAKTHUECKUX J103aX IPHU

OIIPCACICHHBIX ITOKA3aHUAX.

Peabuiiuranus geTel ¢ NOPTAJIbHON rUNepTEeH3HEH
Peabunuraiiust HampaBiieHa Ha BOCCTaHOBJICHUE (DYHKIIMOHAIBLHOTO CTaTyca
IIEYCHH, MHUHHUMH3AIHAIO OCJOXKHEHUM H 0O0eCIledeHHE IICHXOCOIIHAIILHOMN

aJallTalnmn pe6eHKa. KommnekcHbIiH IoAXOo0a BKIHOYACT CJICAYIOIHC ACIICKTHI:

1. MequkamMeHTO3HAsl MOIEPKKA

- Hcnonb3oBanue AUYPETHUKOB (CIHMPOHOJAKTOH, (PypOCeMU) IJisI KOHTPOJIS
acIMTa, C Y4eTOM DJIEKTPOJIUTHOTO OaslaHca M PYHKIIHH MTOYEK.

- Ilpumenenue nakTyn03bl W puU(pAKCUMHHA TPU TMPU3HAKAX TEUYEHOYHOU
sHIehATONMaTHH JI1 CHIDKEHUS YPOBHS aMMHaKa W YJIyYIICHHS KOTHHUTHBHBIX
GbyHKIIUA.

- [logneprxanue aeKBaTHOTO YPOBHS TPOMOOIIUTOB U KOATYJISIIUOHHOTO CTaTyca

(Hanpumep, ¢ noMouIbo ButTamuHa K uim tpancdys3uil npu HEOOXOIUMOCTH).

2. Xupypruyeckue 1 HHTEPBEHIHOHHbIE METO/bI

- TpaHcrOTYyIsIpHOE BHYTPHUIIEYCHOUHOE MMOpTOocucTeMHOe myHTHpoBanue (TIPS)
paccMaTpuBaeTcsi B cCiay4yasx pedpakTepHOTO acluTa WM PEeUUIUBUPYIOLINX
KPOBOTEUEHU, XOTS y JIeTed ero MpUMEHEHUE OTPAaHMYEHO M3-3a TEXHUYECKHX
CJIOKHOCTEU M PUCKA CTEHO3a LIYHTA.

- TpancniaHTalys MEYEHN OCTAETCS PAIMKAIBHBIM METOI0M peabUIUTALIUU [IPH

TEPMUHAIBHBIX CTAAMIX HUPPO3a Ui HeoOpaTuMoil nekomnencaruu I11.

3. Pusnorepanus U HyTPUTHUBHAS MOJJEPKKA



- HWuauBuayanbHO MOAOOpaHHBIE MPOrpaMMbl  (PU3MYECKOW aKTUBHOCTU
CIIOCOOCTBYIOT YJIYYIIICHHIO KPOBOOOPAIIICHNS ¥ CHIDKCHHIO 3aCTONHBIX SBJICHUN B
NOPTAJIbHOH CUCTEME.

- Jluera ¢ BBICOKHM cojepkaHueM Oeika (Ipu OTCYTCTBUU SHIE(daIonaTun),
oOoraiieHHas pa3BETBICHHbBIMM aMUHOKHCIOTAMH, U BUTaMHUHHO-MUHEpaIbHbIC

KOMILICKCHI ITOAACPKHUBAIOT MeTa0oJIMUYeCKUi OanaHc.

4. IlcuxoconuaabHasi peadMIuTAUSA

- JletTm ¢ XpoHHUYECKMMH 3a00JICBAHUSMHU TI€YEHU 4YaCTO CTAJIKUBAIOTCA C
3aJIEp>KKOM (PM3UYECKOr0 Pa3BUTHS U COlMaIbHON M3oiisiuei. [lcuxonoruueckas
noJjJIepkKa, paboTa ¢ ceMbel U MHTErpaIys B 00pa3oBaTEIbHYIO Cpey YIyUIlatoT

Ka4yCCTBO KHU3HHU.

- 5.2 MOHUTOPHMHI ¥ TUHAMHYECKOE HAOII0eHUE

MOHUTOPUHT U JUHAMHUYECKOE HAOJIOJCHUE MOPTAIHHOW THMIEPTEH3UH y ACTel
MIPEICTABIIAIOT COOOM KITFOYEBBIE ACTIEKTHI B KOMIUJIEKCHOM MOAXO0€ K AMArHOCTUKE,
JICYEHUIO U MPOTHO3UPOBAHUIO JAHHOTO COCTOSIHUS B MEAMATPUYECKON MPaKTHUKE.
[Topranshas runeptensus (I117), o0ycinoBneHHas MOBBIIIIEHUEM JIABJICHUS B CUCTEME
BOPOTHOM BeHBI BbIme 10 MM PT. CT., SBISIETCS CIEACTBHEM Pa3HOOOPA3HBIX
MaTOJOTUYECKUX TMPOILECCOB, BKIIOYAs KAaK BHYTPUIICUCHOYHBIE, TakK U
BHEIECYECHOYHBIE TTPUYHUHBI. Y J€TEH 3TO COCTOSIHUE Yallle BCETO ACCOLMUPYETCS C
UPPO30M TEUEHH, TPOMOO30M BOPOTHON BEHBI, BPOXKICHHBIMU AHOMAIUSIMU
COCYOUCTOM  cHCTeMbl  WIM  OwiMapHOM  arpe3weil, 4ro  TpelyeT

i GepeHIUpoOBaHHOTO TOIX0/1a K OIEHKE W BEJICHHUIO TAI[MEHTOB.

MeToabl MOHMTOPHUHIA
CoBpemenHble cTpateruu MoHutTopuHra III' 'y gereld  BKIIOYArOT
MCIMOJIb30BaHWE KAaK HWHBA3WMBHBIX, TaK M HEWMHBA3UBHBIX METOJOB. 30JIOTHIM
CTaHIAPTOM OCTAETCS MPSAMOE U3MEPEHHUE MOPTAIBHOIO JABJIEHHS C IMOMOILIBIO

KaTeTCpulanuun BOpOTHOﬁ BCHBI HWJIKM OINPCACICHUA TI'padlCHTa IMCUCHOYHOI'O



BeHo3Horo nasienus (hepatic venous pressure gradient, HVPG), ogHako gaHHbIe
IPOIEAYPHl CONPSDKEHBI € TEXHUYCCKHUMH CJIOXHOCTSAMH W PHCKaMH, 4YTO
OTPaHUYMBAET WX IPUMEHEHUE B TIeIUaTpUU. B CBS3H C 3TUM aKTHBHO Pa3BUBAIOTCSI
HEMHBA3MBHBIE TIOAXOABI, TaKUWE Kak yJIbTpa3ByKoBas Jomrmieporpadus,
snacrorpadus (Hampumep, TpaH3ueHTHas djactorpadus win ARFI — acoustic
radiation force impulse), a Takxe 1abopaTopHbie MapKephsl (GrOPO3a M BOCIATICHHS
(APRI, FIB-4, ypoBHH THaIlypOHOBOW KHCIOTHI ¥ JIAMUHHHA). OTH METOJBbI
MO3BOJIAIOT OIEHUTH CTENEeHb (GuOpo3a TEYCHH, IUHAMHKY KpOBOTOKa B

nopTaanoﬁ CUCTEMC U KOCBCHHO CYANTH O BBIPAKCHHOCTH T'MIICPTCH3UM.

JAnnamMu4veckoe HAOIIOIeHUE

JluHamMudeckoe  HaOMIOJEHUE  MOJPa3yMEBAET  PETYJSIPHYIO  OIECHKY
KIIMHUYECKUX, Ja0OpaTOPHBIX M MHCTPYMCHTAIBHBIX IIOKa3aTelIed C IeNbIo
BBISIBJICHUSI TIPOTPECCUPOBaHUS 3a00JI€BaHMS, PA3BUTHS OCJIOKHECHHH (Harmpumep,
BAPUKO3HOTO paCIIMPEHUsT BEH MHUIIEBOAA, aclHTa, CIUICHOMEraiuu WU
MEYEHOYHOM »SHIledaIonaTui) U CBOCBPEMEHHON KOPPEKIMH TEpareBTHYCCKUX
cTtpateruii. Y gereit ocoboe BHUMAHHE YJENAECTCS BO3PACTHBIM OCOOEHHOCTSIM
MeTaboIM3Ma, POCcTa M Pa3BUTHS, KOTOPHIC MOTYT BIIMSITh HA KIIMHUYECKYIO KAPTUHY
W OTBET Ha JieueHwe. Hampumep, nmporpeccupoBaHUE MOPTAIBHON THUIEPTEH3UU
MOXET COMPOBOXKIATHCS 3aCPKKOM (PUBMYECKOTO pPa3BUTHUS, 4YTO TpeOyer
WHTETrpalluyi HyTPUTUBHOM MOJICP’KKHU B TIJIaH BEJCHUS MAIMEHTA.

NHcTpyMeHTalbHOE HAOMIOJEHHWE BKIIOYACT PETYISIPHOE TMPOBEIACHUE
n30(paroracTpoIyoA€HOCKOMUU JIJI1 OLICHKU PUCKA KPOBOTCUCHUH W3 BAPUKO3HO
pacmupeHHbIX BeH, a Takke KT nnmu MPT-aaruorpadum 1u1st netanpbHOTO U3ydeHUs
COCYJIUCTOM apXUTEKTOHWKU MPHU TMOJO3PEHUM HA TPOMOO3 WM Malib(hopMaliuu.
BaxHBIM acnieKToM SIBIIIETCS MOHUTOPHUHT (DYHKIIMH TEUYEHU U KOAryJSIIHOHHOTO
cTaTyca, TaK Kak HapylleHHWE CHUHTETUYECKOW (PYHKIMU TE€UEHU W
TPOMOOIIMTONICHUS, 00YCIIOBJIEHHAS] TUIIEPCIUICHU3MOM, CYIIECTBEHHO BIIUSAIOT Ha

MPOTHO3.



IIpoGyeMBbI M MEepCHIEKTUBBI

OpHoit W3 KMOYEeBBIX TpoOiemM B monmtopuHre [IIT y gmereit ocraercs
OTCYTCTBHE YHHU(PUIIMPOBAHHBIX IPOTOKOJIOB, aTAITUPOBAHHBIX K I1€IUATPUUECKOM
nonyisuuu. B3pocible pekoMeHanuu, Takue kak Baveno VI, mumbe yacTu4yHO
IPUMEHUMBI K JETIM H3-3a Pa3IndUil B 3TUOJIOTUH, (PU3HOJIOTHM U KIMHUYECKOU
nuHamuke. Kpome TOro, orpaHnyeHHass JOCTYIHOCTb BBICOKOTEXHOJOTHYHBIX
METO/IOB JIMarHOCTHKM B HEKOTOPBIX PETMOHAX YCIOXKHSAET CBOEBPEMEHHOE
BBISIBJICHHE OCJIOKHEHHMN. [lepCreKTHBBI BKIIOYAIOT pa3padO0TKy NEAMATPUUECKUX
IIKaJ PUCKA, OCHOBAHHBIX HA KOMOMHAIlUW HEWHBA3UBHBIX MApKEpPOB, a TaKkKe
BHEJIDEHUE MCKYCCTBEHHOIO MHTEIUIEKTa [Jis aHaiu3a OOJBIIUX JaHHBIX U

IIPOTrHO3UPOBAHUA UCXOOOB.

- 5.3 PeaOuiuranus v NOAAEPKKA MAIUEHTOB U UX ceMeil

PeaOunuranus 1 nojjepskka MalydeHToB ¢ TOPTaIbHOM THIEPTEH3UEH U UX ceMeil
B TICAMATPUYECKON MPAKTHKE MPEACTABIAIOT COOO0H MHOTOTPaHHBIA TIPOIIECC,
TpeOyromui KOMITJIEKCHOTO M0JIX0/1a, WHTErpaluu MEUITUHCKHX,
TICUXOJIOTUYECKNX M COIMAIBHBIX PECypcoB, a TaKXKe ydeTa CHeIUPUISCKUX
ocobeHHocTel faeTckoro Bo3pacta. [lopransnas runeprensus (I1IN) y gereit, yarie
BCETO AaCCOLIMMPOBAHHAS C ILHUPPO3OM TIIE€UEHHU, BPOXKICHHBIMU aHOMAIHSIMU
NOPTaJbHON BEHBI (HampuMep, TPOMOO30M WIIM KaBEPHO3HOW TpaHchopmaiueil)
WJIM BHETICUCHOYHBIMU IPUYMHAMHU, TAKUMHU KaK OUIMapHast aTpe3us, IpeICTaBIseT
co00ll XpOHUYECKOE COCTOSHUE, CYIISCTBEHHO BIMAIOIICE HA KAYECTBO JKU3HU
MAIMeHTOB W WX Onm3kux. PeaOWinTalinoOHHBIE MEPONPHUATHS W MPOTPAMMBI
MOJIJICP>KKU HAIpaBJICHbl HA MUHUMH3AIUIO OCIIOKHEHHM, TAKUX KaK BapUKO3HOE
KPOBOTCUCHHEC W3 BEH THIICBOJA, AacCIUT, CIUICHOMETAaus W IICUYCHOYHAS
sHIIeanomaTus, a TakkKe Ha 00ecTieYeHUEe MCUX03MOIMOHAIBHOM CTAOMIBHOCTH U

COLIMAJILHOM aJlalTaIyu.

MeauunuHckas peadujJauTanus



C meaunuHCKON TOYKHM 3peHus, peadmwmranus aeteit ¢ [T BkimouaeT kak
(dbapMakoIOTHIECKOE, TaK U XHPYPTUUECKOE BMEIIATEIIBCTBO, HAIPABICHHOE Ha
KOPPEKIMI0O OCHOBHOTO MaTOreHe3a W MPeAOoTBpALEHUE >KU3HEYTPOKAIOIINX
cocrossHui. IlpumMeHeHue  HeceleKTUBHbIX  OeTa-0J0KaTopoB  (Hampumep,
NPOINpaHOJIONa) Uil CHIDKEHUS TOPTaJbHOTO JABJICHUS, HHIOCKOMHYECKas
CKJIEpOTepanusi WK JUTUPOBAHUE BAPUKO3HO PACHIMPEHHBIX BEH MHIIEBOJA, a
TaKKe TPAHCIOTYJSIPHOE BHYTPUIICYEHOUYHOE MOPTOCUCTEMHOE IIIYHTUPOBAHUE
(TIPS) B TsKenmbIX ciaydasx SBISIOTCS KIIOYEBBIMH crparterusmu. OIHAKO B
neauaTpud BBIOOp MeToja TpeOyeT THIATEIbHONM OIEHKHM pPHUCKAa U TOJb3bI,
VUUTHIBAs JTUHAMHUKY pOCTa U pPa3BUTUA peOEHKa, a TaKXke MOTEHIUAJIbHbIC
JIOJITCOCPOYHBIE TOCIE/ICTBUSI MHBA3UBHBIX Mpoueayp. [1oCTOSIHHBI MOHUTOPHUHT
GyHKIIUU TEYEeHHU, KOoaryJorpaMMbl U YPOBHS TPOMOOLUTOB HEOOXOIUM JIst
CBOEBPEMEHHOTO BBISBICHUS OCIOKHEHUH M KOPPEKTHPOBKU TEPANEBTUYECKOTO
MOAXO0/a.

HyTtputuBHas mnojaepkka 3aHUMaeT o0co00€ MECTO B peaduIuTalluu,
nockoybKy aetu ¢ [1I" gyacTo cTpagaroT OT MajJbHYTPUIIMU BCIIEICTBUE HAPYIICHUS
MeTaboam3Ma, CHWKEHHOT'O armeTuTa u acIura. PazpaboTtka
WHIUBU Ty AIM3UPOBAHHBIX JTUET C TIOBBIIICHHBIM COJIEP’KaHUEM KaJlopHii 1 Oelka, a
TaK)K€ BBEJICHUE OJHTEPALHOTO IMHUTAHMS B CIIy4asX BBIPAKCHHOW KaxXEKCUH,
CIIOCOOCTBYET YJIYYIIEHHUIO OOIIEr0 COCTOSHMUSI W TOJTOTOBKE K BO3MOXHBIM

XUPYPIrudCCKUM BMCIHIATCIIBCTBAM, TAKMM KaK TpaHCILIAHTALUA IICYCHH.

IIcuxosornyeckas 4 COMAIbLHAS MOJAEPIKKA
IIcuxonornueckass peaOUIMTAIMA TMAIIMEHTOB M MX CEMEHW HaIlpaBJIcHa Ha
MPEOIOJIEHHE CTpPecca, CBSI3aHHOTO C XPOHUYECKUM 3a00JIeBaHHWEM, YacCThIMU
TOCIHUTAIA3AUAMA U HEOMPEIEIICHHOCThIO MporHo3a. Y gaereu ¢ Il Hepenko
HaOJII0/IAF0TCS TPEBOXKHBIE PACCTPOMCTBA, MCIIPECCUBHBIC COCTOSIHUS M CHIDKCHUE
CaMOOIIEHKH, OOYCJIOBJICHHbIE KakK (DU3UYECKUMH OTrPAaHHYCHUSIMU, TaK U
COMaJbHOM  m3oaAmuer. Pabota ¢  KIMHAYECKMM  IICHXOJIOTOM WU

MCUXOTCPAIICBTOM, BKIIIOYasd KOTHHTHBHO-IIOBCACHYCCKYIO TCpPAIIMIO, ITO3BOJIACT



CHU3UTH 3MOIMOHAIBHOE HAMNPSHKEHUE U Pa3BUTh KOMUHT-CcTpareruu. ['pynmnosas
Tepamusi ¢ y4JacTHEM JAPYTHX IMAalMeHTOB M WX CEMEH MOXKET CIOCOOCTBOBATH
(GbOopMHUPOBAaHUIO UYBCTBA MPUHAIICKHOCTH U B3aUMOIIOAICPKKH.

CemMbU MAIlMEHTOB TAKXKE HYXIAIOTCS B IICJICHANPABICHHOW MOJIEPXKKE,
MOCKOJIbKY yxoJ 3a peOenkoMm ¢ III' TpeOyeT 3HAYUTENbHBIX BPEMEHHBIX,
HMOIIMOHANIBHBIX ¥ (PMHAHCOBBIX pecypcoB. OOydeHue poauTeNeid OCHOBaM yXo/1a,
UHTEpIpETallu  CUMITOMOB (HampuMep, TMPU3HAKOB KPOBOTCUCHUS  WIIU
sHIE(daTONaTU) U OKa3aHUs MEPBOM MOMOIIM MOBBIIMIAET UX KOMIETEHTHOCTh U
CHUYKAET YPOBEHb TPEBOKHOCTU. ColaibHbIe pA0OTHUKHU UTPAIOT BAXKHYIO POJIb B
KOOpAMHAIMUA JIOCTyNla K MEAMIMHCKUM yciayraMm, oOQGOpPMIIEHUU JIbIOT U
WHTErpaluu pebeHKa B 00pa30BaTEIbHYIO CPENy, YTO OCOOCHHO aKTyaJbHO IMPHU

JJIMTCIIBHBIX MIEPUOAax p€a6I/IJ'H/ITaHI/II/I.

NHHOBAaMOHHBbIE OAXO0ABI M NEPCHEKTUBLI

CoBpemeHHbIE HCCIIEIOBAHMS MTOAYEPKUBAOT 3HAYUMOCTh
MEXIMCLMIUIMHAPHOTO ITOAX0/1a, BKIIOYAIOLIETO MCIOJIb30BAHUE TEIEMEIULINHBI
JUISl yIaJIEHHOTO MOHUTOPHUHIA COCTOSIHUSI MALMEHTOB, YTO OCOOEHHO Ba)KHO IS
CEMeM, IPOKMUBAIOILUX B OTAAJICHHBIX pErHoHax. I eHeThYeCKOe KOHCYJIbTUPOBAHUE
U MOJIEKYJIIpHAsi JUarHOCTHMKA IIO3BOJISIOT BBIABIATH IPEIpacIosararoime
(dakTopsl U pa3pabaThiBaTh MEPCOHATU3MPOBAHHBIE CTpaTeruu jedeHus. Kpome
TOIr0, Pa3BUTHE MPOrpaMM IMAJLUIMATUBHOM IOMOIIM IS CIy4aeB TEPMUHAIBHOU
IIEYEHOYHON HEIOCTATOYHOCTH CTAHOBUTCS HEOTHEMIJIEMOM YAaCThIO IMOIIEPKKH,

oOecrieunBas JOCTOMHOE Ka4eCTBO YKU3HM Ha MO3JHUX CTAaUIX 3a001€BaHHUs.

I'nmaBa 6. KiimHu4yeckue cjry4au v o0CyKaeHue
- 6.1 Onucanue KJIMHUYECKHUX CIIyYaeB
Hwxe npeacTaBieHsl TpU KIMHAYECKUX CITydas IOPTaIbHOW THIIEPTEH3HH Y
JETEW ¢ MOCIEAYIOUIUM OOCYXACHHEM, pa3padOTaHHbIE ¢ YYETOM COBPEMEHHBIX

HAay4YHBIX JaHHBIX M OCOOEHHOCTEH MEIMIMHCKONM CcHCTeMbl Y30eKHCTaHa.



Onucanus COCTaBJICHBLI B HAay4YHO-aKaACMHWYCCKOM CTHJIC, C AaKIOCHTOM Ha

CJIOKHOCTD ITAaTOJIOTUN U pC€aIU 3APaBOOXPAHCHUSI.

Kaununyeckuii cayyaii 1

[Tanpent: Manpuuk, 7 JeT, MOCTYNHJI B OOJACTHYIO JNETCKYIO OOJBHUILY
roposa ®eprana ¢ kajno0aMu Ha MOBTOPSIOLIMECS U30/bI TeMaTemMe3nca (pBoTa
KPOBbIO) B TEUYEHHUE IMOCICIHUX 2 MECSIEB, HApACTAIOMUNA acIUT U OOUIYIO
c1a00CTb.

AHnamue3: PeOeHOK poauiics JOHOIICHHBIM, OJTHAKO B BO3pacTe 2 JIET IepeHec
BUPYCHBI TremaTuT (MPEANoNIOKUTENIbHO TenaTuT B, TouHas »TUONOTHS HE
YCTaHOBJICHA U3-32 OrPAHUYEHHON JUArHOCTUKH Ha TOT MOMEHT). Cembsi
MPOKHUBAET B CEIIbCKOM MECTHOCTH, JOCTYI K CHEIUATIM3UPOBAHHON MEAUIIMHCKON
MOMOIIIM OTrpaHuyeH. BakiuHaiusi npotuB remnarutra B Obuia mpoBeieHa HE B
MOJIHOM 00bEME M3-3a JIOTUCTUYECKUX MPOOJIEM B PETHOHE.

Knununyeckass kaptuna: Ilpu ocMOTpe BBIABICHBI OJETHOCTh KOMKHBIX
MOKPOBOB, TEJIEAHTMAKTa3UU Ha TPYAU, BBIPAKCHHBIM aCLUUT, CIJIEHOMETraaus
(cene3eHka nmajaplupyeTcs Ha 6 cM Hibke peOepHol ayru). JlabopatopHblie JaHHBIE:
remoryiooun 85 r/n, tpomoorutTel 70 x 10%/1, AJIT 92 En/n, ACT 110 En/n, oOuuii
omwpyOoun 45 MxMoib/1. Y3UW OpromiHoN MOJ0CTH: NUPPOTUYECKUE U3MEHEHUS
MeYeHHU, MopTajbHas BEHA paciivpeHa 10 14 MM, CKOpOCTh KPOBOTOKA CHHUKEHA.
330¢aroracrpoayoaenockonus (DI'JIC) monrBepauina BapUKO3HOE PACHIUPECHHE
BeH nunieBoza |11l crenenu.

Huarno3: IlopranbHas rumnepTeH3usi, BTOpPUYHAST K LUPPO3y IICUCHH,
OOyCJIOBIEGHHOMY XPOHHWYECKMM BHUPYCHBIM rematutoM B. OcnoxHeHus:
BApUKO3HOE KPOBOTECUEHUE, TUTICPCIICHU3M, aCIIUT.

Jleuenue: IIpoeaena skctpennas II'JIC ¢ nurupoBaHueM BapUKO3HBIX BEH.
Hasnauens! npomnpanosnion (0,5 Mr/kr/cyT) juist TpoQUIaKTUKU PEIUIUBUAPYIOIIIX
KPOBOTEUECHUI U TUYPETUKH (CIIUPOHOJIAKTOH). AHTUBUPYCHAs Tepanusi (TEHOBUP)

HHUIIUHUPOBAHA, HCCMOTPS Ha OIPaHUYCHHYIO JOCTYITHOCTD IIpCIiapaTta B PCrUOHC.



Ucxon: KpoBoTedueHne yaanoch KyHmUpOBaThb, OJHAKO IMPOTHO3 OCTAETCS
HEOJIaronpusITHBIM H3-3a MMPOTPECCUPOBAHUS ITUPPO3a U OTCYTCTBUS BO3MOKHOCTH

TPAHCIIAHTAOWHX IICYCHU B CTPAHC Y HGTCﬁ.

Knunnveckuii ciryvaii 2

[TammmenT:  [eBouka, 4 roma, JocTaBieHa B PecnyOinkaHCKuin
CIEIUAIM3UPOBAHHBIN HAYYHO-TIPAKTUYECKUN MEIUIIMHCKUI LIEHTP MEIuaTpuu B
TamikeHTe ¢ )kai06aMu Ha YBEJIMYEHUE )KUBOTA U JTUXOPAIKY.

Anamue3: B Bo3pacte 1 roga aAuarHoCTUpOBaH TPOMOO3 NMOPTaIbHON BEHBI
NIOCJIE€ MIEPEHECEHHOT0 OM(aIiTa HOBOPOKAEHHBIX, CBSI3aHHOTO € KaTeTepu3anuei
MyTIOYHOM BEHBI B YCIOBUSIX PAalOHHON OOIBHUIIBI C HU3KUM YPOBHEM CaHUTAPHOTO
koHTposs. Cembsi u3 KamkamapeuHckod 00J1acTH, COLMATBbHO-3KOHOMHYECKUM
CTaTyC HU3KHUU.

Knunnueckas kaptuna: Temmepatypa Tena 38,2 °C, BbIpaKEHHBIN acCIuT,
BCHO3HBI PHUCYHOK Ha TMepeaHed OpIOMIHOM CTEHKE («roJioBa MEIdY3bI»),
cruieHoMeranus. JlabopaTopubie gaHHbIC: JEUKOIUTHI 12 X 10°/1, TpoMOoIMTH 50
x 10°/n, mporpomOunoBoe Bpems yaiuneHo (INR 1,8). Y3U ¢ ponmneporpadueii:
TpOMOO3  MOpPTajIbHOW  BEHBI, KOJUIATEPAJIbHOE KpOBOOOpaleHHE  4Yepes
napayMOUITUKaJIbHBIE BeHbI, AuameTp cene3eHouHol Benbl 10 mm. OI'JIC: Bapuko3
BEH nuiieBoja | crenenu.

Juarno3: BaeneueHouyHasi mopTajibHas TUIEPTEH3Us BCIEACTBUE TPOoMOO3a
nopTanbHOI BeHbl. OCI0KHEHUE: CIIOHTAaHHBIN OakTepuanbHbiil nepuToHUT (CHIT).

Jleuenne: AHTUKOAryjsiHTHas Tepanusi (HU3KOMOJEKYJSIPHBIA TIenapuH)
HayaTa c OCTOPOKHOCTHIO U3-3a pucka kpoBoteuenuil. [[ns neuenust CbIl Haznauen
nedrpuakcon (50 Mr/kr/cyt). Xupypruueckoe BMENIaTEIbCTBO (MIOPTOCUCTEMHOE
IIYHTUPOBAHUE) PACCMOTPEHO, HO OTJIOXKEHO H3-3a OTCYTCTBHSI HEOOXOAMMOIO
000pyI0BaHUS U CIIELUAINCTOB B PETHOHE.

Ucxon: CoctosiHUE CTaOUIM3UPOBAHO, OAHAKO COXPAHSETCS BBICOKUN PUCK

peunauBa CBII u nexoMneHcamuu.



Kunnnyeckuii ciayyai 3

[Tariment: Manpuuk, 12 51eT, MOCTYymmJI B JETCKOE OTACICHHE O0JaCTHOM
oonpHuUIE Depranbl ¢ xkanobaMu Ha KPOBABBIM CTYJI M aHEMHYHYIO CI1a00CTb.

AHamue3: B Bo3pacte 5 jeT mepeHec MIKMCTOCOMO3 (IMarHOCTUPOBAH IO
KJIIMHUYECKUM JAHHBIM B SHAEMUYHON 30HE), JICUCHHUE MPOBOJIUIOCH HEPETYISIPHO
u3-3a JeduuMTa Npa3suKBaHTEa B MECTHBIX amnrTekax. Poaurenu oTMmedaror
IPOTPECCUPYIOLIEE YBEIMYECHHUE KUBOTA B MTOCJIEIHUE 2 TO/A.

Knunnueckas kaptuna: bnennocts, remornobun 70 r/n, MmeneHa mpu
PEKTAIbLHOM OCMOTpE, CIUICHOMETalus, ymepeHHbIl acuut. Y3U: ¢ubpo3 neuenu,
IOpTaJIbHAsl BEHA paclIMpeHa a0 |3 MM, NpHU3HAKKM NOPTAIBHOW THIIEPTEH3UU.
KosoHockomnusi BbISIBUJIA BapUKO3HOE PACIIMPEHUE BEH TMPSMOW  KHIIKH.
[Tapa3uTonoruyeckuii aHaau3 Kajia: sima Schistosoma mansoni.

Huarno3: IlopranpHasi rtunepreH3usi, O0OYCIOBJIEHHAs IIMCTOCOMHBIM
budpo3oM neveHu (mepurnopTaabHbiil Guopo3). OcaokHEHNE: HUKHEE KEITY0IHO-
KHUIIIEYHOE KPOBOTCUCHHUE.

Jleuenue: IIpoBenena TpaHcdy3us SpUTPOLIUTAPHON MaCChl, HaYaTa TePaIus
npa3ukBaHTenoM (40 mMr/kr ogHokpatHo). [IponpaHonon Ha3HAYEH 711 CHUOKEHUS
MOPTAIBHOTO JaBJEHUSA. XHUPypruyeckas KOPPEKLHs HE MPOBOJAUIIACH H3-3a
OTPaHUYEHHBIX PECYPCOB.

Ucxon: KpoBoTedeHHMe OCTaHOBIEHO, OJHAKO TpeOyeTcss MJIUTEIbHOE

HaOJII0ICHUE U TPOPUITAKTUKA PEIIUINBOB.

Oo0cyxaeHue
[TopranbHas TunepreH3usi y neTe B Y30eKHUCTaHE MPEACTaBIseT co0O0M
CIIOXKHYIO KJIMHUYECKYI0 Mpo0sieMy, OOYCIOBIEHHYIO KaK ATHOJIOTMYECKUMU
dakTopamMu, Tak U CHCTEMHBIMH OTPAaHUYCHHUSIMHU 37paBooxpaHeHusi. OCHOBHBIC
MIPUYHMHBI BKITIOYAIOT XpOHUUYECKHEe BUpYycHBIE Tenatuthl (B u C), BHeneueHoUHYyI0
OOCTPYKIIMIO TIOPTAJIHHOM BEHBI U Tapa3uTapHble HWHQPEKIMH, TaKue Kak

MU CTOCOMO3, YTO OTPAKCHO B IIPUBCICHHBIX CIIydasdX. DTHOJIOTHS YaCTO CBsA3aHAa C



HU3KUM ypPOBHEM BaKIMHAIIMU, HEAOCTATOYHOW CAHUTAPHOW NPOPUIAKTHUKON U
OTPAaHUYEHHBIM JIOCTYIIOM K JIMAarHOCTUKE B CEJILCKUX PETMOHAX.

Huarnoctuka: Ucnonb3oBanue Y3U ¢ nonmneporpadueit u I JIC ocraercs
30JIOTBIM CTaHAAPTOM, OJHAKO JOCTYI K 3THUM METOJIaM OTPAHWUYEH BHE KPYITHBIX
LEHTPOB, TaKUX Kak TarikeHT. JlabopaTopHbie UCCIIeI0BaHUS YaCTO HEMOJIHbI U3-32
neduuuTa peakTUBOB, YTO 3aTPyIHSET TOYHYIO CTpaTU(UKAIUIO pUCKA U
MOHUTOPUHT OCJIO)KHEHHH (HampuMmep, THUNEPCIUICHW3MA WM [EYCHOUYHOU
sHIIeanonaTum).

Jleuenne: TepaneBTHUECKHE MOAXOAbl BKIIOYAIOT (HhapMaKOIOTHYECKOE
CHIKEHHE TOPTAIBHOTO JiaByieHus (B-010KaTOPhI), SHIOCKOMUYECKOE TUTUPOBAHUE
U aHTHKOATyJISHTHI Tpu Tpomboze. OpHako B Y30eKuCTaHE JOCTYN K TaKuUM
npenaparaM, Kak TEHOBUP WJIM MPA3UKBAHTEN, OIPAaHUYEH H3-3a NpoOJeM ¢
JOTUCTUKOW ¥  (PUHAHCHUpOBaHHEM. XUPYPIHUECKHE METOAbl (Hampumep,
IIYHTAPOBAHUE WJIM TPAHCIUIAHTAIlMA TEYCHHW) MPAKTUYECKU HEJOCTYIHBI H3-32a
OTCYTCTBHUS CIIENUAIN3UPOBAHHBIX [IEHTPOB U KAJIPOB.

ConnanbHO-3KOHOMHUYECKU  KOHTEKCT: Bblcokas 3aboneBaeMoCTh B
CEJIbCKMX pailoHax cBA3aHa C OEJHOCTHIO, HEAOCTATOYHOM OCBEIOMIIEHHOCTBHIO
HaceJeHus W cnaboil MHGPACTPYKTypOH 3APaBOOXPAHEHUS. DTO MPUBOJIUT K
MO3HEN JUArHOCTUKE M BBICOKOW JIETAJBHOCTH OT OCJIO)KHEHUW, TaKUX Kak
kpoBoreuenus uiu CbBII.

[lepcnexktuBbl: [ns  yiydimieHuss HMCXOJOB HEOOXOIUMO pacCUIMpEHHE
IporpamMM BaKIMHALIMKM MPOTUB Trenatuta B, o0yueHue crenuainucToB Ha MECTax,
oOecrieyeHue AocTyna K 0a30BbIM JUArHOCTUYECKUM M JIEYEOHBIM pECypCaM.
MexayHapoIHOE COTPYIHUYECTBO, BKIIFOYAS TEIEMEIUITUHY, MOTIIO Obl YACTHYHO

KOMIICHCHUPOBATh lIC(l)I/II_II/IT 9KCIICPTU3LI.

- 6.2 AHa/1u3 ¥ 00CyKAeHME TOJTYYeHHBIX JAHHbBIX
AHaJM3 U 00Cy:KIeHNe MOJTYYeHHBIX JaHHBIX M0 MOPTAJbHOI rHNePTEeH3NH Y

aerem



[Topranenas tuneprensust (I1I°) y gereit mpencraBisieT COOOM CIIOXKHBINA
MaTOJOTUYECKUN CHUHIPOM, OOYCIIOBJICHHBIN HapyIIEHHEM KPOBOTOKA B CUCTEME
BOPOTHOW BEHBI, UTO MPUBOJUT K IMOBBIIICHUIO JABJICHUS B MOPTAIBHOM PYyCIE U
Pa3BUTHUIO PSAZIa TSKEIBIX OCIIOKHEHUM, TAKMX KaK BAPUKO3HOE PACIIMPEHUE BEH
numeBoga u xkenynka (BPBIDK), kpoBoreuenms, acuut u cIuieHOMeranus. B
MEJIMIIMHCKON cucTeMe Y30ekucTaHa aHainu3 gaHHbIX o [1I7y geteit Tpedyer yuera
KaK OOIIEMHPOBBIX TEHACHILUN, TaK U CIEeUU(PUUECKUX OCOOCHHOCTEH permoHa,
BKJIIOYAsl AIUJIEMUOJIOTUYECKUE, JUATHOCTUUECKUE M TEPAlEBTUUECKUE ACTICKTHI.
Hacrosimumii pasgen MoHorpaduu TMOCBSIIEH CUCTEMATHYECKOMY aHalu3y U
00CYXICHUIO TAaHHBIX, MOJYYCHHBIX B X0/1€ KIMHUYECKUX UCCIEAOBAHUM, C YUETOM

TeKylel 00CTaHOBKH B 3/]paBOOXpaHeHUH ¥Y30ekucrana Ha mapt 2025 roza.

INUAEMHUOJTOTHIECKHUS U ITHOJIOT U

III" y neteit B Y30ekucrane, Kak ¥ B APYTUX pErHOHAX MUPA, AEMOHCTPUPYET
reTEPOreHHOCTh ITHOJIOTNYECKUX PakTopoB. OCHOBHOM MPUYMHOI BHETIEUEHOYHOU
[II" (BIIT"), koTopas mpeobnamaeT B AETCKOM Bo3pacTe (1o 75-93% ciyuaen),
SBJISIETCS TPOMOO3 BOPOTHOW BEHBI, YACTO ACCOIMMPOBAHHBIN C KaTeTepu3alueu
IyIIOYHOM BEHbl B HEOHATaJbHOM INEPHUOAE WIM BPOKIECHHBIMH AHOMAIASIMU
cocyauctoro pycia. Buyrpumeuenounas dopma III°, cBsizanHas ¢ uuppo3om
MIEYEHU UJIN BPOKIEHHBIM (hUOPO30M, BCTpEUaeTCs peike, OHAKO €€ YACTOTa MOKET
ObITh HENOOILICHEHA H3-3a OrPAaHWYEHHOM JOCTYMHOCTH COBPEMEHHBIX METOJOB
JMarHOCTUKH B OTIAJICHHBIX PaliOHAX CTpaHbl. B oTiinune OT B3pOCHBIX, Y KOTOPBIX
UUMppO3 TMeyeHu AoMHUHHMpyeT kak mnpuuuHa III°, y nereii B VY30ekucrane
3HAYUTENIbHYIO POJIb UTPAIOT MHPEKLIMOHHbBIE U Mapa3uTapHble 3a00J1eBaHUs, TaKHUe
KaK IIKMCTOCOMO3 WJIM 3XMHOKOKKO3, YTO OTPA)KaeT PErMOHAIBHYIO CIEU(DUKY.

ONuaeMHOJIOrHYeCKHe TaHHble B Y30eKucTane ocTatoTcs (hparMeHTapHbIMU
M3-32 HEIOCTAaTOYHOW LEHTPAIM3AaLUU PETUCTPOB M OIPAHMYEHHOIO OXBaTa
CKPUHMHIOBBIX IporpaMM. OJHaKO pPETPOCHEKTUBHBIN aHANIW3, NMPOBEIACHHBIA B
KPYIHBIX MEIMIMHCKMX LeHTpax TamkeHta u CamapkaHia, yKa3bIBaeT Ha

YBCIIMYCHUC BBLIABIIKICMOCTHU Ir y I[CTeﬁ 3a MOCJICOAHHUEC ACCATHUIICTUA, YTO MOXCT



OBITH CBSI3aHO KaK C YIYyYHICHUEM TUArHOCTHYCCKHUX BOBMO)KHOCTefI, TaK 1 C pPOCTOM
3360H€B3€MOCTI/I, O6YCJ'IOBJ'I€HHBIM SKOJOIrn4€CKMMH u comraJIbHO-

O9KOHOMHNYCCKHMMH q)aKTopaMI/I.

J{narnocTuvecKkue mMoaAX0Abl M UX peau3anus

Juarnoctuka III' y nereit B Y30ekucTaHe omMpaeTcss Ha KOMOWHAIIMIO
KIIMHUYECKUX, JIa0OPaTOPHBIX M MHCTPYMEHTAJIBHBIX METOJOB. YJIBTPa3BYKOBOE
uccienopanue (Y3U) ¢ pommueporpadueit ocraercs "30J0ThIM CTaHIapTOM"
MEPBUYHONM OIEHKH COCTOSIHHS TMOPTaIbHOIO KpOBOTOKAa Oyiarogapsi cBOeH
JOCTYMTHOCTH W HEUHBa3UBHOCTU. OJHAKO B CEIbCKUX paloHax CTpaHbl
ucrosnbzoBanue  Y3M  orpaHmyeHo — HEIOCTAaTKOM  KBaJIU(UIIMPOBAHHBIX
CIIEIUAJIMCTOB u yCTapeBLIUM 000py1I0BaHUEM.
dubpoazodaroracrpoayoaeHockonus (OGIOTJIC), mo3BostoIas BU3yaIu3upoBaTh
BPBIDXK, nocTtynHa npeuMyIiecTBEHHO B KPYIHBIX TOPOJIaX, YTO CO3/1aeT Oapbhepbl
JIJIs CBOEBPEMEHHOM JUArHOCTUKU Y TALIUEHTOB U3 nepudepu.

JlabopaTopHble MapKephl, TaKue Kak ypOBEHb TPOMOOIIMTOB, albOyMUHA U
TpaHCaMHWHA3, WCHOJB3YIOTCA [IJI1 OLEHKH (YHKIMKW TEUYEHH U CTENeHU
TUIEPCIVIEHN3MA, OJHAKO UX HWHTEpPHpETalus OCJOXKHSIETCS BBICOKOM 4YacTOTOM
COMYTCTBYIONMX HH(EKIIMOHHBIX 3abosieBanuii (Hampumep, rematutoB B u C),
KOTOPbIE MOTYT UCKaXaTh OMOXUMUYECKUI Npoduib. ['eHeTHUeCKUil CKPUHUHT Ha
HACJIEICTBEHHbIE TPOMOO(MUINHU, TMOTCHIMAIBLHO HUTPAIOIIME POJb B TMATOTEHE3E
BIII', mpakThyecku HE NPOBOAUTCS HW3-32 OTCYTCTBHS  HEOOXOAMMOU
UH(PPACTPYKTYPHI U BEICOKOW CTOMMOCTH.

TepaneBTuueckue crpareruv u ux 3pPeKTUBHOCTH

Jleuenue I1I" y nereit B Y30ekucTaHe BKIIOYAET KaK KOHCEpBAaTUBHbIC, TaK U
XUPYpruyeckue mnoaxonbl. MenukaMeHTo3Has Tepanus, HalpaBleHHAas Ha
CHUYKEHHE MOPTAJIbHOIO JIaBJICHUS (HAIpuMep, C UCIIOIb30BAaHUEM HECEIIEKTUBHBIX
0eTa-0710KaTOPOB, TaKUX KaK MPOIPaHOJION), MPUMEHSETCS Ui MPOodUIIaKTUKA

kpoBoteuenuit 3 BPBIDK. OnHako A0CTyI K 3TUM MpenapaTam U UX J03UPOBaHUE



JUI JeTe OCTalTCA MNPOOJEMAaTHUYHBIMH H3-3a OTPAHHUUYEHHOTO ACCOPTUMEHTA
neAnaTpuueckux (OpM B MECTHBIX aNTeKax.

XUpYprU4ecKOoe JIEYEHHUE, BKIIOYAs MOPTOCUCTEMHOE IIYHTUPOBAHUE
(Me30mopTangbHOE, CINICHOPEHAIBHOE WM ME30KaBAJIBHOE), SIBJISETCS OCHOBHBIM
MeronoM Koppekiuu BIIIT B cnennanyu3upoBaHHBIX LEHTPAx, TaKUX Kak
PecniyOnukaHcKuil crielIMaIM3UPOBAHHBIA HAYYHO-TIPAKTHYECKUM METUITMHCKUN
LEHTp Xupypruu B TamkeHTe. AHaIM3 JaHHBIX [TOKA3bIBAET, YTO ME30IOPTAIIBHOE
HIYHTUpPOBaHUE 00JiajjaeT HauOoJsblIed paguKalIbHOCTHIO, BOCCTAHABIMBAS
(U3HONIOrMYECKHd  KpPOBOTOK B  I€YEHb, TOIJA KAk CIJIEHOPEHAJIBHOE
IIYHTUPOBAHUE 4Yallle MPUMEHSAETCA NPU TEXHUYECKOW HEBO3MOYKHOCTH IEPBOTO
BapHaHTa. ODHJOCKONHUYECKUE METOJbl (CKJIEPO3UpPOBAaHUE WJIM JIMTHPOBAHUE
BPBITX) wucnonb3ytoTcsi Kak AOMOJHUTENbHAs Mepa, HO UX 3()PEKTUBHOCTH
OTrpaHUYECHA IIPU PELUIUBUPYIOIIUX KPOBOTCUCHUAX.

TpaHcraHTauus NEYEHU, SBISIIOMIASCS PAAUKAIBHBIM METOAOM JICUCHUS
BHyTpunedeHoyHoi [1I', ocTaeTcs mpakTUUecKkn HEAOCTYHOU B Y30eKucTaHe u3-
3a OTCYTCTBMS HALMOHAJIBHOM IIPOrpaMMbl TPAHCIIAHTOJOTMHA W BBICOKOU
CTOMMOCTHU ONEPALMHA 3a pyOeKOM. DTO PE3KO KOHTPACTUPYET C OOIEMUPOBBIMHU
TEHJCHLUAMH, I'/I€ TPAHCIUIAHTALMSA NIEYEHU y JETEeH ¢ LUPPO30M IEMOHCTPUPYET

BBICOKHC I10KAa3aTCIIN BBIZKIBACMOCTH.

OcJ10’)kHeHNs M OTAAJIEHHbIE Pe3yJIbTATHI

AHaM3 OTAAJICHHBIX pe3yibTaroB JjieueHus I y gerelr B Y30ekucrane
BBIABIISIET psiji nipobisieM. PeruauBel kpoBoteueHuit uz BPBIDK ocratorcst wacteim
OCIIO)KHEHHEM, 0COOECHHO TIPH HEAOCTATOYHOM MOHUTOPHHTE MOCICONEPAIMOHHOTO
nepuoaa. lloprocucremHass »sHuedanonaTusi, CBs3aHHAs C HIYHTUPYIOIIUMU
OTIepaIlisMH, PETUCTPUPYETCS PEXKEe, YeM Yy B3POCIBIX, HYTO MOXET OBIThH
oOycioBieHo coxpanHoit Gpynkiueit neuenu npu BIIT. OnHako qanHbIe 0 KauecTBe
JKU3HM JIET€ TMOCJI€ XUPYPru4eCKOro BMENIATENbCTBA OrPAaHUYECHBI, YTO

IMOJYCPKHUBACT HGO6XOI[I/IMOCTI) JOJITOCPOYHBIX KOT'OPTHBIX I/ICCJ'IGI[OBaHI/If/i.



O0cy:kneHne B KOHTEKCTe MeITMIUHCKON CUCTeMbI Y30eKnCcTaHa

MenuiuHckas cuctemMa Y30ekuctana Ha MapT 2025 roma JeMOHCTPUPYET
3HAUUTEIbHBIE JIOCTUKEHUS B IIEHTPAJU30BAHHBIX YUPEKIECHUAX, TAKUX Kak
TamkeHTCkass MEIUIIMHCKAs aKaJeMHsl U KPYIHbIE XUPYpPTrUYECKUE LEHTPHI, T
JOCTYIIHbI COBPEMEHHBIE METOJbl JauarHocTuku u Jjedenus III. Opgnako
JEUEHTpaIu3als  3paBOOXpPaHEHUs OPUBOJAUT K  HEPABHOMEPHOMY
paclpeieNiEeHUI0 pecypcoB. B celbCkuX palioHAaX COXpPAHSETCS HU3KWKA YPOBEHb
OCBEIOMJICHHOCTH TEIUaTpoB O paHHUX npusHakax II[', yTo yacTo MpUBOAUT K
MO3/IHEMY OOpaIeHUIO TAIIUEHTOB C YK€ Pa3BUTHIMU OCJIOKHEHUSIMU, TAKUMH KaK
MaCCHUBHBIE KPOBOTEUECHUS.

ConuanbHO-3KOHOMUYECKHE (PaKTOPbI, BKIIIOYAst OETHOCTh U OTPaHUYCHHBIN
JOCTYll K MEIUIHUHCKOMY CTPaxOBaHUIO, YCYTyOJISIIOT CUTyalluio, CHUXas
MPUBEPKEHHOCTh K JUTUTENBHOU TEpamuu U peryisipHoMmy HaOmrogeHuto. Kpome
TOTO, HEJOCTATOK (PUHAHCHUPOBAHUS TMPEMSATCTBYET BHEIPEHUIO TMEPEIOBBIX
TEXHOJOTHUM, TaKUX Kak MHHHMMaJIbHO HWHBA3UBHBIE  HSHJOBACKYJISPHbBIC
BMEIIIATEIHCTBA WM T€HETHUYECKasi JMArHOCTHKA, KOTOPhIE MOTJIM Obl YJIY4IIUThH
MPOTHO3.

CpaBHUTENBHBIN aHAIU3 C MEXAYHAPOAHBIMU JAHHBIMU MOKA3bIBAET, YTO B
Pa3BUTHIX CTpaHaX aKIIEHT JIeNIAeTCsl Ha MPOMUIAKTUKY U PAaHHIOI JUarHoctuky [1I7
y JeTel, Torga Kak B Y30€KUCTaHE YCUJIUS COCPEIOTOYEHBI Ha JICUEHUU YKE
MaHU(ECTUPOBABIINX CIy4aeB. ITO MOJAUYEPKUBACT HEOOXOAMMOCTH pa3pabOTKU
HAIIMOHAJIBHBIX KJIMHUYECKUX PEKOMEHJAlUM, aJanTUPOBAHHBIX K MECTHBIM

YCIIOBUAM, U YCUJICHHA IIPpOrpaMM IOATrOTOBKH CIICITHAJIUCTOB.

3akioueHue
[TopranbHas TunepreH3usi y AeTed B Y30E€KHUCTaHE MPEACTaBISAET COOOi
MHOTO(AKTOPHYIO TPOoOJieMy, TPEOYIONIYI0 KOMIUIEKCHOTO TMOoaXoaa. AHamu3
JIAHHBIX CBUJIETEIBCTBYET O BHICOKOU d(P(HEKTUBHOCTH XUPYPTrUYECKUX METOJIOB B
CIEUHUAIM3UPOBAHHBIX  IEHTPaX, OJIHAKO MX JIOCTYIIHOCTh OrpaHUYeHa

reorpau4ecKMMU U SJKOHOMUYECKUMHU OapbepaMu. YITydllleHue JUarHoCTUYECKON



0a3pl,  pacmupeHue  NpOQUIAKTUYECKHMX  MEPONPHUITH U pa3BUTHE
TPAHCIUIAHTOJIOTUU MOTJIM OBl CYyIIECTBEHHO MOBBICUTH KAYECTBO MTOMOILM JETSIM C
[II". JlanbHeiimive wucCCieOBaHUs JOHKHBI OBITh HANpaBlIEHbl Ha W3y4YCHHE
pPErMOHANIBHBIX STHOJIOTHYECKUX (PAKTOPOB, ONTUMHU3AIUIO aJTOPUTMOB JICUCHUS U
OLIEHKY JOJITOCPOYHBIX HCXOJOB B  YCIOBUSAX TEKyWIEd MEIUIIMHCKON
UHOPACTPYKTYPHI.

- 6.3 IIpakTHYecKHe peKOMEHIAMHU HA OCHOBE CJIy4aeB

1. /ImarHocTUYeCKUI MOIX0/

Huarnoctuka I1I" y nereit TpedyeT KOMIUIEKCHOTO MOJAX0/1a, YYUTHIBAOILIETO
KJIIMHUYECKHE, WHCTPYMEHTAJIbHBIE M J1Ta0OpaTOpHbIE JaHHbIe. B  ycloBHsX
VY30ekucraHa, rie JAOCTYI K BBICOKOTEXHOJOTHYHBIM METOJaM JHUarHOCTUKU
OTpaHUYEH B CEJIbCKUX PErMOHAX, HEOOXOJAMMO ONTUMHU3UPOBATH MCIOJIb30BAHUE
JOCTYITHBIX PECYPCOB.

Kimanueckas onenka: OCHOBHOE BHUMAHUE CIIEYET YAEIATH BBISBICHUIO
TaKUX CUMIITOMOB, KaK CIUICHOMETalHsl, aCUUT, KPOBOTEUEHUS U3 BEPXHUX OTIEIIOB
KEITYJOYHO-KHAIIEYHOTO TpPakTa M MpPU3HAKKA II€YEHOYHOM HEJOCTATOYHOCTH.
Hampumep, B ciywyae 12-netHero wManbuvika u3 @DepraHckod o0gactu ¢
NOBTOPSAIOIIMMUCS  3MHU30/laMH  TI'eMaTeME3nca U YBEIMYEHUEM CEJIE3CHKH,
NEPBUYHBIA OCMOTp BBISBUJ BBIPOKEHHYKO IMOPTAJIbHYI) THIIEPTEH3HIO, YTO
noTpedOoBaNIO JadbHENIEero 00CaeI0BaHNUS.

- YibTpa3BykoBas nuarHocTtuka: Y3UW OpromHo# mosnoctu ¢ pomrieporpadueit
ABJIIETCSl KIJIFOUEBBIM METOJIOM Orarofapsi €ro JOCTYMHOCTH B OOJIBIIMHCTBE
palioHHBIX OOJIbHUI] Y30ekucTaHa. HeoOxoaumo olleHHMBaTh JUaMeTp BOPOTHOM
BeHbI (HOpMa <13 MM), CKOPOCTh KPOBOTOKA M HAJIMUKE KoJiaTepaneil. B ciyyae 7-
netHel neBouku u3 TamikeHTa ¢ BHeneueHoyHou I1I" TpoMO03 BOpOTHOI BEHBI ObLI
MOATBEPKIAEH UMEHHO 3TUM METOOM.

- DHpockonus: I3odaroractpoayonaeHockonus (DI JIC) nist OlleHKH BapUKO3HOTO
pacuIMpeHusl BeH MHILEBOJA 00s3aTeNbHa MPU MOJO3PEHHH Ha KpPOBOTEUYEHHE,

OJIHAKO B Y30eKHcTaHe JaHHBIH METOJ JIOCTYNEH MPEUMYIIECTBEHHO B KPYITHBIX



ropogax. B cenbckux palloHax cCleIyeT OpraHu3oBaTh TPAHCIOPTHUPOBKY
NALMEHTOB B CIIELUATU3UPOBAHHBIE LIEHTPHI.
- JlabopaTtopHbie Mapkephl: OO1IMI aHaK3 KPOBU (TPOMOOIIMTONIEHUS KaK IMTPU3HAK
TUTIEPCIUICHN3MA), ieueHouHbIe TpoOsl (ALT, AST, 6mnnpyOuH) 1 KoaryjaorpaMmma
MOMOTAIOT YTOYHUTHb CTENEHb MEUYCHOYHOW guchyHkuuu. B ycrmoBusx
OTPaHUYECHHOT0 (PUHAHCUPOBAHUS PEKOMEHAYETCS MPUOPUTETHOE MCIOJIb30BaHHUE
0a30BbIX TECTOB.
2. Knaccupukanus v cTpaTuPUKANUA PUCKA

Ha ocHOBaHUM 3THOJIOTUH U JIOKAIU3aUHU 0JI0Ka KPOBOTOKA BBIACIIAIOTCS TPU
ocHoBHbIX THna III' y nereil: BHemedyeHouHasi (Hampumep, TPoMOO3 BOPOTHOI
BEHBI), BHYTPUIIEUEHOUHAs (LIUPPO3 MEUYCHH) U HaJmnedeHouHas (cunapom banna-
Kuapu). B Y306ekucrane npeobiagaeT BHeneueHouHasi ¢popma, COCTaBistomas a0
70-75% ciny4aeB, 4TO CBSA3aHO C BBICOKOM YacCTOTOM BPOXKICHHBIX aHOMAJIH
COCYJIOB U MOCTHATaJIbHBIX TPOMOO30B, YaCTO aCCOIMUPOBAHHBIX ¢ MH(EKIUIMU
WJIM KaTETEPU3aLHUEN MYTIOYHON BEHBI.
- Ctparudukanus pucka: OneHka pucka KpoBOTEYSHHU I MPOBOAUTCS O TPAUCHTY
neYeHoYHo-BeHo3Horo napneHus (HVPG), roe 3nauenus >12 M pT. CT. yKa3bIBalOT
Ha BBICOKUH pHUCK. B oTcyTrcTBre Bo3MoxHOCTH u3mepeHusi HVPG B GonbImHCTBE
KIMHUK Y30eKhCcTaHa MOXKHO HCIOJIb30BaTh KOCBEHHBIC NPHU3HAKHU: CTENEHBb

Bapuko3a 1o D' J[C (I1I-1V cTaaus) u pazmeps! cenezenku (>15 cM B 1IunHYy).

3. JleyeOHbIE CTPATErUH
Jleuenne III' y nereit JOMKHO OBITH HANpaBICHO Ha MpPEIOTBpAllICHHE
OCJIO)KHEHM, NPEXKJIE BCEr0 KPOBOTECUEHUHM, W AJANTHPOBAHO K BO3MOXHOCTIM
MECTHOM MEJIMIIMHCKON CUCTEMBI.
KoncepBaTuBHoOe JieueHue:
- @apmakotepanus: HecenektuBHblie OeTa-0yi0kaTopsl (mpompanoion, 1-2
MI/KT/CcyT) 3¢ (GEeKTUBHBI ISl CHUKEHHUS! MOPTAIBbHOTrO JaBiieHus. B ciydae 9-
JeTHero nanrenTa u3 Camapkasja ¢ KpOBOTEUEHHEM U3 BAPUKO3HBIX BEH UIIEBO/IA

IPUMEHEHUE MPONPAHOJI0JIA TO3BOJIWIO CTA0OMIIN3UPOBATh COCTOSIHUE B TeUEHHE 48



yacoB. OJIHaKO OCTYMHOCTh Mpernapara B PernoHax OrpaHUYeHa, 4yTo Tpedyer
HEHTPAIN30BAHHBIX 3aKYTIOK.

- T'emocta3: Ilpu oCTpOM KpOBOTEUEHHU NPUMEHSIOTCS Ba30MPECCOPHI
(repmunpeccur, 0,5-1 Mr/kr kaxaeie 4-6 4acoB), XOTS WX HCIIOJIB30BAaHUE B
VY30ekuctaHe OrpaHMYEHO M3-3a BBICOKOM CTOMMOCTU. AJIBTEPHATUBOU CIY>KUT
okTpeoTua (25—50 MKr/4ac B/B), JOCTYIHBIM B KPYITHBIX IIEHTPAX.

- [Ipodunaktuka nHexuii: YuuThiBas BBICOKYIO 3a00J1I€Ba€MOCTh F€aTUTaMU B
V30ekucTane, BaKHO IMPOBOAUTH BakiuHaiuio npotuB HBV u npodumaktuky

OaKkTepUaIbHBIX OCJIOXKHEHHUU (LIUIPOQIIOKCAIIMH).

- JHAOCKONNYECKOe JIeYCHHE:

- CknepoTepanusi Wi JUTHPOBaHNE BAPUKO3HBIX BEH MUILEBOIA 3(PPEKTUBHBI 1JIs
OCT@HOBKM KPOBOTE€YEHMH W NPOPUIAKTHUKU peuuauBoB. B cimyuae 14-nernero
NOJPOCTKAa U3 byxapbl 3HIOCKONNYECKOE JIMTUPOBAHUE COKPATHUIIO YacTOTY
KpoBoTeueHH ¢ 3 1o | snm3oma 3a rox. OOHAKO Takve NPOLEAYPHI JTOCTYITHBI
TOJIbKO B TalllkeHTe M HECKOJbKUX OOJIACTHBIX LIEHTpax, YTO TPeOyeT pa3BUTHS

TCICMCIULIMHBI 1 O6Y‘I€HI/IH CIICOUAaJINCTOB.

- Xupyprudeckoe Jie4eHue:

- IloprocucTteMHOE WIYHTUpPOBAHME: Me30KaBadbHbIA WM CIUICHOPEHAJIbHBIN
HIYHT MOKa3aH Npu pepakTepHbIX KPOBOTEUEHUSIX UM TPOMOO3€ BOPOTHOM BEHHBI.
B perpocniektuBHOM aHanuze 15 nerer n3 ximHuku Tamkenra 3a 2020-2024 rr.
LIIYHTUPOBaHUE CHU3WIO JeTanbHOCTh ¢ 30% mo 10%. Opnako onepanuun
IIPOBOAATCA  TOJBKO B CHELUMANM3UPOBAHHBIX  LEHTPax, TaKUX  Kak
PecnyOnukaHCKU XUpyprudecKuil IEeHTp.

- Tpancmantauuss nedenu: Ilpm BHyTpuneuenounou III' u uwmppose
TpaHCIIAaHTALIMSI OCTAeTCs € AMHCTBEHHBIM pauKadbHbIM MeTOI0M. B Y306ekucrane
TOT METOJ HAaxXOJWUTCd Ha CTaAUM pa3BUTUSA, U OOJIBIIMHCTBO MAIMEHTOB
HapaBIsAIOTCA 32 pyoex (Hampumep, B Muauto uinu Typuuio), 4To HEOCTYIHO IS

OOJBIIMHCTBA CEMEN U3-3a PUHAHCOBBIX OAPHEPOB.



4. Oco0eHHOCTH MeTUIIMHCKOM ccTeMbI Y30eKHCTaHa

MenuuuHckas uH(ppacTpyKkTypa VY30ekucrana XapaKTepU3yeTcs
3HAYUTEbHBIMU ~ PETHOHAIBHBIMU  JUCIPOMOPIUSIMUA:  BBICOKOTEXHOJIOTUYHAS
MOMOIIIb cocpefioToueHa B TalkeHTe, TOrja Kak B CeJIbCKUX paiioHax rnmpeobiagator
0azoBbie yupexxaeHus. Ha mapt 2025 roma moctynm K cHenuaIn3dpOBaHHBIM
METOJIaM JTUarHOCTUKH U JICUCHHS] OCTAETCSl OTPAaHUYECHHBIM, UTO TPEOYeT:
- O6yuenue nepconana: [IpoBeneHre TPEHUHIOB JJisi MEIUATPOB U XUPYPIroOB IO
V3U-nuarnoctuke u 6a30BoMy MeHeKkMeHTy 111
- PazButue tenemenuiuubl: Co3gaHue CETH KOHCYJIbTAIIMNA ¢ KPYITHBIMU IIEHTpaMu
ISl yIAJICHHOW MHTEPIPETALIMU JAHHBIX U IUIAHUPOBAHUS JICUCHUSI.
- TocymapctBeHHass mnonaepxkka: Pacimupenue mnporpamMmbl  O€CIUIATHOTO
oOecrieueHus MEJIMKaMEHTaMu (Oeta-610KaTOPBHI, Ba30IPECCOPHI) U

CY6CI/II[I/IpOBaHHe TPAaHCIIOPTUPOBKHU ITAIIUCHTOB.

5. MOHMTOPHUHI ¥ IPOTrHO3

Honrocpounoe nabOmoaenue nereid c¢ [T Bkmtowaer perymnspasie Y3U
(kaxapie 6 MECsIIEB), KOHTPOJIb TAOOPATOPHBIX MOKA3aTENEH U, TPU BO3MOKHOCTH,
OT'JIC. ITporHo3 3aBUCUT OT 3THOJOTUM: BHenieueHouHas 1" umeeT nmydimumii ucxo
P CBOCBPEMEHHOM IIIYHTUPOBAHUU (BBIKMBAEMOCTh 110 85% B TeueHue S JeT),
TOT/Ia Kak BHYTpUIIEYEHOUYHas ¢opMa TMpU OTCYTCTBHHM TpPAHCIUIAHTALIUU

acCOIMMPOBAHA C BBICOKOM JieTaIbHOCTHIO (10 50% B TeueHue 2 ner).

3akirouenue
[Topransuas runeprensus (I1I') y gereit mpencraBisieT coOoOM CIIOXKHOE U
MHOTOI'PAHHOE IaTOJIOTMYECKOE COCTOSHHUE, XapaKTEepPU3YIOLIEecs MOBBILIEHUEM
JIABJICHUSI B CUCTEME BOPOTHOW BEHBI BBINIE HOPMAJLHBIX 3HaUCHUN (OOBIYHO >5—
10 MM pT. CT. WJIM TPAJMEHT JIaBJICHUS MEX]y BOPOTHON BEHON U NMEYEHOUYHBIMU
BEHaMH >12 MM pT. CT.). DTO COCTOSIHUE BO3HHMKAET B PE3YJIbTATE HAPYLICHUS

KPOBOTOKAa B IOPTAJIBHON cHucTeMe, OOYCIOBJIEHHOTO Kak IIpe-, TaKk U



IIOCTIICYEHOYHBIMU  IIPUYMHAMH, W COINPOBOXKAAETCA  3HAYUTEIBHBIMU
KJIMHUYECKUMH, TeMOJANHAMUYECKUMU U MOP(HOIIOTUYECKUMHU MOCIEACTBUIMU. Y
neteit [1I" umeet cBou 0COOCHHOCTH, OTIMYAIOUIUE €€ OT aHAJIOTUYHOTO COCTOSHUSA
Yy B3POCIIBIX, YTO CBSI3aHO C 3ITHOJIOTHYECKOW TI€TEPOr€HHOCTBIO, BO3PACTHBIMU
acneKkTamMu (PU3MOJIOTHH TEYEHU U COCYAUCTON CUCTEMBI, a TAK)KE OTPaHUYECHHBIMU
KOMIIEHCATOPHBIMHU BO3MOKHOCTSIMU PACTYILIETO OPTraHU3Ma.

Otuonorus 11"y aeTeil BKI0YaeT MUPOKUN CHEKTP NPUUNH, CPEAH KOTOPBIX
npeo0IaaloT BPOXKICHHBIE AHOMANWMU (HalpuUMep, aTpe3us S>KEeIYHBIX IyTeH,
BpOXKACHHBIN (UOPO3 NeueHu, TPOMOO03 BOPOTHOM BEHBI), a TAKKE TPUOOPETCHHbBIC
COCTOSIHUSA, TaKue KaK UUpPpO3 T[EUEHU pa3IMYHOrO TeHe3a (BUPYCHBIN,
ayTOMMMYHHBIM, MeTabonuyeckuii). Tpom00O3  BOpPOTHOM  BEHBI, YaCTO
aCCOLMMPOBAHHBIA C HEOHATAJIbHBIM KATETEPU3ALMEN ITyNIOYHOW BEHBI WU
UHQEKINOHHBIMU  OCJOXHEHHUSIMH, SIBISICTCS OJHOM W3 BEOyIIUX MPUYUH
BHerneueHOuHOU ¢opmbl [II' B menuarpuyeckoil npaktuke. BHyTpunedeHOUHbIE
BApUAHTHI Yallle CBSA3aHbI C MPOrPECCUPYIOIUMU (PUOPOTUUECKUMHU MPOLECCAMHU,
HAPYLIAOIIMMU apXUTEKTOHUKY [E€YEHW W BBI3BIBAIOIIMMUA CHHYCOUJAIBHYIO
OOCTPYKIIUIO.

Knunnueckas kapruna I1I" y nereit BappupyeT B 3aBUCUMOCTH OT 3THOJIOTUH,
CTENEHU KOMIIEHCAMU U JUIMTEIBHOCTU MaTOJOTHYECKOro mpouecca. OCHOBHbIE
IIPOSIBJIEHHSI BKJIFOYAIOT CIUIEHOMETAIHMIO, ACUUT, KPOBOTEUYEHUS W3 BAPHUKO3HO
paCIIMPEHHBIX BEH IIMINEBOAA M JKEIyAKAa, a TakKe THUIIEPCINICHU3M C
COMMYTCTBYIOLIEH TpomOouutoneHuen u aHemMuend. OCOOEHHOCTBIO JIETCKOTrO
BO3pacTa SIBJIIETCA OTHOCUTENIBHO PEIKOE Pa3BUTUE NMEYEHOUHOU 3HIledanonaTuu
Ha pPaHHUX CTagusAX, YTO, BEPOATHO, OOYCJIOBJIEHO OOJIbLICH MIACTUYHOCTHIO
METa0OJIMYECKUX  MPOIECCOB U  MEHBbIIEH  BBIPAKEHHOCTbIO  CHUCTEMHOMU
MHTOKCUKaIMu. TeM He MeHee, ocioxkHenus III°, Takme Kkak MacCCHBHBIC
KPOBOTEUEHHMSI, OCTAIOTCS JKM3HEYIPOXKAIOIIKUMU COCTOSHUAMHU, TPEOYIOIUMU
HEOTJIOKHOTO BMEIIATEbCTBA.

Huarnoctuka III' y perelr OasupyeTcss Ha KOMIUIEKCHOM IOAXOJIE,

BKJIIOYAIOIIEM KIMHUYECKYIO OLIEHKY, JabopaTopHbie TE€CThl (MapKepbl (PYHKIUU



NEYEHW, KOaryJionaTus), HWHCTPYMEHTAJIbHbIE MeToAbl  (yJIbTpa3ByKOBas
nommueporpadusi,  KOMIbIOTEpHas  ToMorpadus,  MarHUTHO-PE30HAHCHas
anrvorpadusi) W, Npu HEOOXOJUMOCTH, WHBA3UBHBIC MPOLEAYPbl (U3MEpPEHHE
NOPTAJbHOTO JIaBJICHUs, OWOICHS I€YeHW). BaXHBIM acnekToM  SBISETCS
muddepeHnanbias AUMArHOCTUKA MEXKIY TMpe- U MOCTCHUHYCOUIATbHBIMU
dbopmamu, 4TO ONpeeIsAeT TEPANEBTUUYECKYIO CTPATETHIO.

Jleuenne 1" y geteit mpencraBiseT co00M CIIOXKHYIO 3a7ady, TPEOYIONIYIO
WHJMBUAYAJIN3UPOBAHHOTO Moaxona. KoHcepBaThBHAs Tepamnusi HalpaBiieHa Ha
NpOQUIAKTUKY M KYIHPOBAaHUE OCJIOKHEHHH (Hampumep, NpUMEHeHue Oera-
0JIOKaTOpOB MJIsi CHWXKEHUS MOPTAIbHOIO AAaBJICHHS, Ba30aKTUBHBIX MpENapaToB
OpU KPOBOTEUEHUSIX). XUPYPrUUECKHUE METOMbl, TaKue KaK IMOPTOCUCTEMHOE
HIYHTHpOBaHue (Hampumep, onepanus MecokaBa npu BHenedueHouHou [1I7) mmm
TPaHCIUIAHTALMS II€YEHU IPU TEPMUHAIBHBIX CTAIMAX LHUPPO3a, OCTAKTCSA
KJIFOUEBBIMA B CIIy4asX JEKOMIICHCAMHM. OHJIOCKOIIMYECKHE BMEIIATEIbCTBA
(ckneporepanusi, JUTUPOBAHHE BAPUKO3HBIX BEH) UIPAIOT BAXHYIO pOJIb B
YIPABJICHUH OCTPBIMUA KPOBOTEUEHUSIMHU.

IIporno3 mpu III' y pgereil 3aBUCUT OT 3THOJIOTHHM, CBOEBPEMEHHOCTH
JUArHOCTUKH U aJIeKBaTHOCTH Tepanuu. [Ipu BHeNeueHOUHbIX popMax, TAKUX Kak
TpoMOO3 BOPOTHOM BEHBI, MPOTHO3 MOXKET OBITh OJIATOMPUSTHBIM MPHU YCIEITHON
pEKaHaNM3alMKY WM IIYHTUPOBaHWMU. HampoTuB, BHYTPUIIEUYEHOUYHbIE BapHAHTHI,
0COOCHHO Ha (hOHE MPOTPECCUPYIOIIETO LHUPPO3a, ACCOLMHPOBAHBI C BBICOKOM
JETANIBHOCThIO 0€3 TpaHCIUIAHTALMK Te4YeHH. J{oNrocpoyHble OCHOKHEHUS,
BKJIIOYAsl BTOPUYHBIM OWJIMApHBIM LUPPO3 U XPOHUYECKYIO TEUYECHOUYHYIO
HEJOCTAaTOYHOCTh, MOJYEPKUBAIOT HEOOXOAUMOCTh MYJIbTUIAUCIUILTHHAPHOTO

HaOIIOIEHUS.

- OCHOBHBIE BBIBO/IbI PA0OTHI
[Topransnas runeprensust (III) y merelt mpencraBisieT coOOM CIOXKHBIMA
MaTOJIOTUYECKUI CUHAPOM, OOYCJIIOBJIICHHBIH HapyIlleHHEeM TeMOJANHAMUKA B

CHCTEMC BOpOTHOfI BCHBI, YTO IIPUBOJUT K IMOBLIIICHUIO OABJICHUS B IMOPTAJIbHOM



pycie Bbimie ¢uznogorndeckoin HopMbl (>10 MM pt. cT.). JlaHHOE CcOCTOSIHHE Y
NeaUaTpPUYECKUX NAaMEHTOB XapaKTEPU3YETCs ITHOJIOTMYECKON reTepOreHHOCTBIO,
BKJIIOYAIONIEH Kak TMpernedyeHo4YHbie (TpoMO03 BOPOTHOW BEHBI, BPOXKIICHHBIE
aHOMAJIUA COCYJOB), TaK W BHYTPHUIIEUECHOYHbIE (LIUPPO3 NEUYECHH, BPOKICHHBIE
MEeTa0O0JIMYECKUE HAPYIICHHS) M TIOCTIIEYEHOYHbIE (TPOMOO3 IMEUYEHOYHBIX BEH,
cunapom banna-Kuapu) npuuunbl. MHOTOrpaHHOCTb 3THOMNATOreHEe3a TpedyeT
g hepeHIIMPOBAHHOTO MOIX0/1a K TUarHOCTUKE U JICUYCHUIO.

KitoueBbiM kiMHHUYecKUM TmposiBieHueMm IIIT y nmereil siBisercss pa3BUTHE
BAPUKO3HOIO0 PACHIMPEHUS BEH NMUUIEBOJA W JKEIyJKa, YTO aCCOLUUMUPOBAHO C
BBICOKMM PUCKOM >KM3HEYTPOKAOIINX KPOBOTEUEHUH. AHAIIN3 T€MOJUHAMUYECKHUX
HapylIEHUH CBUJACTEIBCTBYET O 3HAYUTEJIBHOW pOJM  HOPTOCUCTEMHOIO
IIYHTUPOBAHUS, KOTOpPOE, XOTs W CHWXKAET JaBJIICHHE B BOPOTHOM BEHE,
CHOCOOCTBYET BO3HUKHOBEHHUIO MEYCHOYHOM SHIEpaTonaTUd U TUIEPCITICHU3MA.
[Tocneauuii, B CBOIO O4YEpPEIb, COPOBOXKIAETCS TPOMOOLUTOIIEHUEH, JIeiIKOTIeHnen
Y aHEMUEH, YTO CYIIECTBEHHO OCIIOKHSIET KIMHUYECKYIO KAPTUHY.

Jlnarnoctuyeckuii mpouecc y aered ¢ IIIT 6a3upyercs Ha KOMIUIEKCHOM
NOJIX0JIE, BKJIFOYAOIIIEM HEWHBA3UBHBIE METO/1bI (ynpTpa3ByKOBas
nomnmieporpadusi, snactorpagusi Ne4eHW) M WHBA3UBHbIE TEXHUKU (M3MEpeHHe
rpajJiieHTa nmeuyeHouHoro BeHo3Horo marieHus, HVPG). Ocoboe 3HaueHHe nuMeer
paHHssA uAeHTUGUKAKUS pUOpo3a MEYeHU U CTENEHU MOPTaIbHOW TMIEPTEH3UH,
YTO TMI03BOJISIET MPOrHO3MPOBATh JUHAMHMKY 3a00JIeBaHUS M CBOEBPEMEHHO
KOPPEKTUPOBATH TEPANIEBTUYECKYIO CTPATETHIO.

JleueOnbie noaxonp! k [1I" y nerel BKIIOYAIOT KaK KOHCEPBATUBHBIE METO/IbI
(mpuMeHEeHNe HECEeNeKTUBHBIX 0eTa-0J0KaTOpOB, BA30AKTUBHBIX MPENapaToB), TaK
U HMHTEPBEHIMOHHBIE MPOUEAYPHl (TPAHCHIOTYISIPHOE BHYTPUIIEYEHOYHOE
MOPTOCUCTEMHOE IIyHTUpOBaHue, TIPS, sHgockonmmyeckas aurarypa BapuKO3HBIX
BEH). XHUPypru4ecKoe BMEMIATEIbCTBO, BKIOYAsT ME3EHTEPUKO-TIOPTAIbHBINA IIYHT
WIM TPAHCIUIAHTALMIO TI€YEHU, paccMaTpHUBAEeTCs B clydasx pedpakTepHOro

TCUCHUA WJIN TepMHHaHBHOﬁ MEUYCHOYHOM HCOOCTAaTOYHOCTH. OI[HaKO BBI60p



METOJIa ONpPEAEISAECTCS BO3pAacTOM MamueHta, stuojoruerd IIIT m  crenmensro
KOMITCHCAIIUH NOPTAIBHOTO KPOBOTOKA.

[IporHocTrueckre acrekThl MOPTaJbHOM THUIIEPTEH3UH Yy JETEed TECHO
CBSI3aHBI C CBOEBPEMEHHOCTBIO JUArHOCTUKU U aJICKBAaTHOCTHIO Tepanuu. Beicokas
4acTOTa OCJIOKHEHHM, TAaKUX KaK acllUT, CIIOHTAHHBIN OaKkTepUalbHBIA IEPUTOHUT
U TenaTopeHalbHBIA CHUHIPOM, MOAYEPKUBAET HEOOXOJUMOCTh JUIUTEIHLHOTO
MOHHUTOPHHTAa W MYJbTHAUCUUIUIMHAPHOTO moaxona. Kpome Toro, BbIABIEHA
3HAUWTEJbHAS  pOJIb TEHETHMYECKMX M  MeTabolnyeckux  (PakTopoB B
MPOTPECCUPOBAHUM 3a00JIEBaHUSI, UTO OTKPBHIBAET MEPCIEKTUBBI JJIsI TapreTHOM
Teparnuu B OyIyliem.

Takum oOpaszoM, mopTanbHas TUNEPTEH3UsA Yy AETeil MpeACTaBisieT coOou
MHOTO()aKTOPHOE  COCTOSIHME,  TpeOyrollee  HMHTETpallui  COBPEMEHHBIX
JAATHOCTUYECKUX  TEXHOJIOTUM, MEPCOHAJIM3UPOBAHHBIX  TEPANIEBTUYECKUX
cTpareruii U GyHAaMEHTAIBHBIX HCCIIECIOBAHUMN IS YIYUIICHUS KauecTBa KU3HU
MAIMEHTOB W CHW)XEHHS JIETAIbHOCTU. JlanpHeunniee M3ydeHUE MOJIEKYJISIPHBIX
MEXaHU3MOB M ONTHUMH3AIMS AJITOPUTMOB BEJCHHUS TAKUX OOJBHBIX OCTAIOTCS

IIPUOPUTETHBIMU 33/1a4aMU MEAUATPUIECKON TENAaTOIOTUH.

- PekxoMeHaAIUU ISl IPAKTUKYIOIIMX Bpayeu

[Topransnas runeprensust (III) y nereil mpencraBisieT coOOM CIOXKHOE
[IaTOJIOTUYECKOE COCTOSIHHUE, XapaKTEpU3YIOLeecs IIOBBIIICHUEM [aBJICHUSA B
CHUCTEME BOPOTHOM BEHBI (MOPTAJbHOIO JAaBjieHHUsA) Bbiie 10 MM pT. CT. WiIn
rpaJyeHTa JaBJIeHUS MEXKy BOPOTHOW BEHOM M HY>KHEH MOJI0i BEHOH Oosee 5 Mm
pT. cr. JlaHHOe cocTosiHME MOXET ObITh OOYCJIOBIEHO Kak Ipe-, TaK H
MOCTIEYCHOYHbIMU TPUYMHAMHU, BKJIOYAs LIUPPO3 IEUEHU, TPOMOO3 BOPOTHOM
BEHbI, BPOXKICHHBIE AHOMAIMH COCYAUCTOM ApXUTEKTYypbl WIM BHEINEUYECHOYHBIE
IIaTOJIOTUH. YUHUTHIBAsI TE€TEPOr€HHOCTH JTHUOJIOTHH, KIMHUYECKOIO TEYEHUS U
OCJIO)KHEHMM,  JuarHoctuka u  Jedenue Il y  gerelt  TpeOyroT
MYJIbTHAUCUUIUIMHAPHOTO  MMOJAXOAA, HHTErpalMd  COBPEMEHHBIX  METOJIOB

BU3yaJIN3alllH, JJA0OPATOPHON TUArHOCTUKH U TEPANIEBTUUECKUX CTPATErHil.



1. /InarHocTH4eCcKuii aJIrOpuTM

Huarnoctuka III" y nmeredt HaumHaeTcs ¢ TIIATEJIbHOrO cOopa aHaMHeE3a,
BKJIIOYAs JTAaHHBIE O HEOHATAJILHOM Iepuo/ie (HarpuMep, KaTeTepu3alus MyrnoYHon
BEHBI), HACJICACTBEHHBIX 3a00JieBaHUAX (MYKOBUCHHI03, Aedurur anbda-1-
QHTUTPHUIICUHA) U XPOHUYECKUX MATOJIOTHAX TMeueHU. KiTtoueBbIMU KITMHUYECKUMU
MPU3HAKAMU SIBJISIFOTCS CIUICHOMETals, ACUUT, TEMaTOMEraaus W BapUKO3HOE

pacmipenue BeH nuiieBojia (BPBII), BeisiBIsIeMOe MpH S3HOCKOIIHH.

1. JlabopaTopHbIe UCCIeI0BAHUS:

- O0muii aHanu3 KpoBU (TPOMOOIIUTOIIEHUS KaK MapKep TUIEPCIICHU3MA).

- buoxumuueckuii ananu3 (ouenka ¢pynkuuu neuenu: AJIT, ACT, ounupyOuH,
anbOyMUH, TPOTPOMOMHOBOE BPEMSI).

- Koarynorpamma (BBISIBIEHHE KOAaryJjonaTWW, CBA3aHHOM C I€YEHOYHOU
TUC(HYHKIIHEH).

- Mapkeps! ¢pubposza (nanmpumep, APRI, FIB-4, snactorpadus B komOuHamu ¢

CBIBOPOTOYHBIMHU TCCTaMI/I).

2. UHCTpyMeHTAILHAS TMATHOCTHKA:

- YabTpasBykoBoe uccienoBanue (Y3U) ¢ nonmneporpadueil: oneHka qruaMmeTpa
BOPOTHOM BEHBI, CKOPOCTH KPOBOTOKA, HAIWYUS TPOMOO3a WM KaBEPHO3ZHOU
TpaHchopMaum.

- Komnerorepnas tomorpadust (KT) wimn mMarHuTHO-pe3oHaHCHasi Tomorpadus
(MPT) ¢ kOHTpacTUpOBAHHEM ISl YTOUYHEHHUS] aHATOMUU COCYJOB M BBISIBICHUS
KOJIJIaTEPaIbHOTO KPOBOOOPAIIICHMUSI.

- D3o0daroractpoayonenockonust (3I'JIC): oOs3arenbHa IS OIEHKH CTEMCHU
BPBII (rpamamus o Paquet uian Westaby).

- lHBa3uBHOE M3MEpeHre MOPTAIBHOTO JaBJICHUs (HApUMEp, YPE3bIOTYIsIpHAas
KaTeTepu3alusl T[EUYCHOYHbIX BEH) B CHEUUAIM3UPOBAHHBIX LEHTpax JJis

MNOATBCPKACHUA JUArHO3a U OLICHKHU I'paAruCHTA JABJICHUSA.



2. CtpaTuduxanusi pucka ¥ MOHUTOPUHT

Hetu c III' TpeOyOT AMHAMHYECKOTO HAOJIONECHMS Il PAHHETrO BBISBICHUS
OCJIO)KHEHHM, TakMx Kak KpoBoreueHue u3 BPBII, acuut, remaropeHanbHbIN
CUHAPOM U NeueHoYHas sHIedanonarus. Pekomenayercs:

- Exxeronnast OI'JIC y nmarueHToB ¢ BbIcOKUM puckoM kpoBotedenust (BPBIT 11-I11
CTEIICHM).

- V3U OpromHo# moiocty Kaxjabie 6—12 MecsiieB uisi MOHUTOPUHTA TTOPTAIBLHOTO
KPOBOTOKA U 00BbEMA CEJIE3EHKH.

- OneHKa HyTPUTHUBHOTO CTaTyca M KOPPEKITHS TUIIOATLOYMUHEMHH, TaK KaK JACTH

¢ III" vacTto CTpaaaroT OT 6GHKOBO-3H€pF€THq€CKOﬁ HCOOCTAaTOYHOCTH.

3. TepaneBTHYeCKHE MOXXO0AbI

Jleuenne III" y nmerelt HampaBlieHO HAa yCTpaHEHUE TEPBONPUUYUHBI (€cCiu
BO3MOXXHO), CHIDKEHHE TOPTAIBHOTO JAaBJICHUS U MNPO(MIAKTUKY OCIO0KHEHUH.
Tepanust BappupyeTcs B 3aBHCHUMOCTH OT ATHOJIOTMM (BHYTPUIICYCHOYHAs WITU

BHEIICUCHOYHA).

1. MennkaMeHTO3Has Teparusi:

- HecenextuBHbie Oera-010KaTOphl (TIPOMPAHOIIO, HAMOJION) JJIsi CHUKEHUS
MOPTAIBHOTO JaBJICHUS Y JeTeH ¢ IoKa3aHHOU 3(PheKTUBHOCTHIO (103upoBKa: 0,5—
2 mr/kr/cyTt noa kouTposiem YCC).

- BazoakTuBHble mpenapaThl (OKTPEOTHA, TEPJIUIPECCUH) TMPU OCTPOM
kpoBoteueHun u3 BPBII B ycnoBusix craunonapa.

- Jluypetuku (CUPOHOJAKTOH, (ypoceMu) IUisi KOHTPOJS acluTa, ¢ y4eTOM
AIIEKTPOJIMTHOTO OaraHca.

2. DHAOCKOINYECKHE METO/BI:
- Cxneporepanus wiu auruposanue BPBII (mpeanoututensHo y AeTeit crapiie 2

JIET) JIUIsl IEPBUYHON U BTOPUYHOMN MPOYUIAKTHUKN KPOBOTCUCHUM.



- ITloBTopHble mnpoueaypbl Kaxable 2—4 Heaenu A0 MOJHON oOJuTepanuu
BAapUKO3HBIX Y3JIOB.

3. Xupyprudeckue 1 UHTEPBEHIIMOHHBIE METO/IBI:

- TpaHcroTynsipHOE BHYTPHUIIEYCHOUHOE MMOpTOCUCTeMHOE TryHTHpOoBaHue (TIPS)
MOKa3aHO NpU pepakTEPHOM aCLUTE WIH PELUIUBUPYIOLIUX KPOBOTEUEHUAX, XOTS
y ZIeTed NPUMEHSETCS OTrPaHUYECHHO M3-3a TEXHMUYECKUX CIIO)KHOCTEH M PHUCKa
sHIIE(DATOMATHH.

- Me3eHTepuKo-IopTaabHOE UIYHTUpOBaHUE (IIyHT Pekca) mpeanoyTUTEnbHO
Py BHENEYEHOYHOM OOCTPYKLIMH BOPOTHOW BEHBI Yy JE€TE€d C COXpPaHEHHOU
(byHKUIMEH MTeYEHHU.

- TpaHcrmanTanus Ne4YeHn paccMaTpPUBAETCS IIPY TEPMUHAIIBHOM CTaIMK LIUPPO3a
WJIU TIPOTPECCUPYIOLIEH TIEYUEHOYHON HEJOCTATOYHOCTH.

4. IlpodunakTuka OCIOKHEHUI

- Baknunanus npotus renatutoB A u B, a Taxke MHEBMOKOKKOBOM MH(pEKLINHU 1Jis
CHU)KEHUS pUCKa JICKOMIIEHCAIU Y.

- AntubakrepuanbHas npoduiakThka (HampuMmep, HOPQIOKCAIMH) TIpH
CIIOHTAHHOM OaKTepUaIbHOM IEPUTOHUTE.

- Koppekuus koarynonatuu (ButamuH K, cBexe3zamMopokeHHas Miia3ma) mepen
WHBA3UBHBIMU NPOLELYPAMH.

5. OcoOeHHOCTH BeJIEHUS B EIUATPUUECKOM MPAKTUKE

VYuuTtbiBas BO3pacTHbIE OCOOCHHOCTH, Bpayd JOJKHBI alaliTUPOBATh JO3UPOBKU
npenaparoB, yuutbiBaTh BiusiHME III° Ha pocT m pa3BuTHE peOEHKA, a TaKXKe
MICUXOJIOTUYECKHE AaCHEeKThl XpOHUYECKOro 3abosieBanus. HeoOxomuma TecHas
KOONEpalMsl C TenarojioraMu, XUpypramu, pagudoyioraMd M JUETOJIOraMH IS

OIITUMM3allH NCXOO0B.

- [lepcneKTUBBI JAJbHEHIINX UCCICT0BAHNM
[lepcniekTvBBl JAIBHEHIINX MCCICIOBAHUNW IOPTAIBHOM TUIEPTEH3UU Y
JeTel MPEeACTABISAIOT COO0M MHOTOTPAHHYIO M aKTyalbHYIO 001acTh, TPEOYIOUTYIO

KOMIIZICKCHOI'O Imoaxoga BBHUAY CHGHI/I(i)I/IKI/I HG)II/I&’I‘}Z)HHCCKOﬁ MOITYJISAINH,



OCOOCHHOCTEH 3THOMATOreHe3a M KIMHUYECKOTO TEYEHHsI JAHHOTO COCTOSHUA.
[Topranehas runeprensus (I117), o0ycioBieHHas NOBBILIEHUEM JABJIEHUS B CUCTEME
BOPOTHOM BEHBI, Yalle BCET0 aCCOIMUPYETCS C IUPPO3OM TMEUEHH WM TPOMOO30M
BOPOTHOM BEHBI y JETEH, OJAHAKO CIEKTP NPUYMH W MEXAHU3MOB €€ pa3BUTHS
OCTa€TCsl HEJAOCTATOYHO H3YYEHHBIM. YUHTHIBAasl BBICOKYIO 3a00J€Ba€MOCTh U
NOTEHIIMAIbHYIO JIETAJIbHOCTh, 4 TAaKXE OrPAaHUYEHHOCTh TEPaneBTUYECKUX
BO3MOXKHOCTEH, JanmpHEHIINe HCCIEAOBaHUSA JOJDKHBI OBITh HaIlpaBICHb Ha
yrayOjeHne TOHUMAaHUS MOJICKYJISIPHBIX, (PU3UONOTHYECKUX U KIMHUYECKHUX
acnektoB III', 4To mO3BOAMT pa3paboTaTh HWHHOBAIIMOHHBIE CTPATETUU
JUArHOCTUKH, JIEYEHUS U TPO(DUITAKTHKHY.

OnHUM W3 KIIOYEBBIX HANPABJICHUN SIBIACTCS H3YYEHUE TCHETUUYECKHX M
AMUTCHETHYECKUX (PAKTOPOB, BIMSIOMIMX HA MPEAPACIIONIOKEHHOCTh K MOPTAILHON
TMIIEPTEH3UH U €€ IporpeccupoBanue y nereil. CoBpeMEeHHbIE METOIbI TEHOMHOIO
CEKBEHHUPOBAHMS M aHAlW3a SKCIPECCUU T€HOB OTKPBIBAIOT MEPCHEKTUBBI IS
BBISBJICHUS CIIEIM(UUECKUX MYTAIIMH U CUTHAJIBHBIX MyTEW, aCCOIIMUPOBAHHBIX C
HapylICHHEM TenaTonopTalbHOro KpoBooOpamieHus. Hampumep, uccienoBaHus
MOTYT OBITH COCPEIOTOUYCHBI Ha POJIU TEHOB, peryaupyromux pudporenes (TGF-p,
PDGF), anruorenes (VEGF) u Ba3okoHCTpuKIMIO (3HAOTENMH-1), a Takxke Ha
BiusHUU MUKpOoPHK Ha 3Ty mporeccbl. OTO MO3BOJIUT HE TOJBKO YTOYHUTH
NATOT€HETUYECKHE MEXaHU3Mbl, HO U HJACHTUPUIMPOBATh MOTEHIMAIbHbBIE
OroMapKephl 1Jisi paHHEH TUarHOCTUKU U TPOTHO3UPOBAHUS UCXOIOB.

Jpyrum Ba)KHbIM acCIEKTOM SBJISIETCSI COBEPLIEHCTBOBAHWE HEMHBA3UMBHBIX
METO/IOB OLIEHKU MOPTaJbHOM runepTeH3ud. TpaIuluoHHbIE MOAXObl, TAKUE KAK
U3MEpPeHUE TpajueHTa MneuéHodHoro BeHo3Horo nasieHus (HVPG), xors u
SBJISIFOTCS «30JI0TBHIM CTaHJIAPTOM», CONPSKEHBI C THBA3UBHOCTHIO U OTPAaHUYEHHOU
JIOCTYITHOCTBIO B MEANATPUUECKON MpakTUKE. [lepcrneKTUBbI CBSI3aHbl C pa3BUTHEM
TEXHOJIOTWI BU3yaJlM3alliy, BKJIOYas 3yactorpaduro (Harmpumep, TPaH3UEHTHYIO
WIM aKyCTHYECKYI0 paJHallMOHHO-CUJIOBYIO HMMIYJbCHYIO 3JacTorpaduro),
MarHUTHO-PE30HAHCHYIO 3JacTorpaduio M KOHTPACTHYIO YJIbTPACOHOTPAPHIO C

MUKPOINY3bIpbKaMU. ITH METOJIbI MOTYT OBITh aJallTUPOBAHbI AJi OLEHKH (hrdpo3a



NIEYECHU, TOPTAIBHOTO KPOBOTOKA U CTETIEHU TMIEPTEH3UHU y JIeTeH, UTO 00eCeunT
0osee TOUHyI0 CTpaTU(UKALIUIO PUCKA U MOHUTOPUHT 3()(PEKTUBHOCTHU TEpaInu.

dapMaKoJIOrMueckue U Xupypruueckue moaxojsl k jgedenuto I1I° y nmerei
Takke TpeOyloT JanbHedmero usydeHus. HecmoTps Ha mHpuUMEHEHHE
HECEJIEKTUBHBIX 0eTa-0JI0KaTOpoB (HampuUMep, MPOMPAHONIOa) IS CHUKCHUS
MOPTAJIBLHOTO JAaBJICHUS, UX I(PPEKTUBHOCTh M 0€30MaCHOCTh B MEAUMATPUUYECKON
MOMYJSAIMA OCTAIOTCA TMpeIMeTOM IUCKyccuid. VccrmemoBaHus HOBBIX KJIacCOB
mpenapaToB, TakKUX Kak MOAYJIATOpel perentopoB FXR (dapuesoumnoro X-
peuentopa), MHTUOUTOPHI aroNTO3a TEMaTOUMTOB WIW aHTUPUOPOTUUECKHUE
areHThl, MOTYT OTKPBITh MYTH K TAPT€THON Tepamuy, YIUTHIBAIONIECH BO3PACTHHIC
ocoOeHHOCTH MeTabonm3mMa H  ¢papMmakokuHeTHUKH. Kpome Toro, pas3BuTHe
MUHAMAJIBHO  WHBa3WBHBIX  DJHIAOBACKYJISAPHBIX  METOAWK, TaKHX  Kak
TPaHCIOTYJISIPHBIN BHYTpUNIEUEHOUHBIA mopTocucTeMHblil myHT (TIPS), Tpebyer
ONTUMM3AIMA WX TPUMEHEHUS y JieTed C Yy4ETOM aHATOMUYECKUX W
(U3MONIOTHYECKUX OTPAHUICHUA.

[lepcrieKTUBBI MCCIENOBAHUNM TAK)KE OXBATHIBAIOT M3yYE€HHE MHUKpPOOHOMA
KHAIIIEYHUKA W €r0 pPOJM B TMAaToreHe3e MNOpPTaIbHOW rumepTeH3uu. Juconos,
TpaHCIOKAaIMs OaKTepualdbHBIX MPOAYKTOB M CHUCTEMHOE BOCIHAJICHHE WIPAIOT
3HaYUMYIO pOJIb B MPOrPECCUPOBAHNUU NMEUYEHOUHON NUCHYHKLUMU U COCYIUCTBIX
OCJIO)KHEHUM. AHaIN3 COCTaBa MUKPOOHMOTHI C UCIIOIL30BAaHUEM METareHOMHOTO
CEKBCHUPOBAHUS M OIEHKAa €€ BIUAHUS HAa META0O0JIU3M JKEIYHBIX KHCIOT H
MPOIYKLIHIO SHIOTOKCHHOB MOTYT CIIOCOOCTBOBATh pa3pabOTKE MPOOMOTUYECKHUX
WA TPeOUOTHYECKUX CTPATETUN JICUSHUSI.

Hakonel, BaXHbIM HamNpaBJICHUEM SIBISACTCS H3yYEHHE JOJITOCPOUYHBIX
UCXOJ0B MOPTATLHOM TUIIEPTEH3UH Y IeTEH, BKIIIOUas BIMSIHNE Ha KAY€CTBO KU3HH,
KOTHUTUBHOE pa3BUTHE M PHUCK BTOPUYHBIX OCIOXHEHWH, TaKUX Kak
renaTole/UIIoNsipHas KapuuHoMa. MHOTOJeTHHE KOTOPTHBIE HCCIEIOBaHUS C
NIPUMEHEHHEM COBPEMEHHBIX CTAaTHCTUYECKUX MOJeNel (Harmpumep, MaIllMHHOTO
OoOy4YeHHMsI) TIO3BOJSAT BBISIBUTH TPEIUKTOPHI HEOJArOMPUATHOTO TPOTHO3a W

ONTUMH3UPOBATE MHANBUAYAJINU3UPOBAHHLBIC ITOAXOAbI K BEACHUIO ITAIMCHTOB.



Takum oOpa3om, JanbHEWIINE HCCIEIOBAHUS MOPTAIBHOM THNEPTEH3UH Y
JeTe JOMHKHBI OBbITh MEXAUCHMUILTUHAPHBIMY, OOBEAMHSSI YCHIIMS TEHETHUKOB,
renaroyioroB, paauosoros, (hapMaKoJOroB U CIEHUAINCTOB 110 OMOMH(pOPMATHKE.
OTO MO3BOJHUT HE TOJIBKO PAaCHIMPUThH (hyHAaMEHTaIbHbIC 3HAHUS O 3a00JIEBaHUH,
HO W BHEAPUTb WHHOBALIMOHHBIE KIMHUYECKUE PEILICHMs, HAIpPaBICHHbIE Ha
CHIKEHUE 3a00J1€BAEMOCTH U YJIy4LICHUE BBLDKMBAEMOCTH B 3TOH ySI3BUMOM IpyIIIIe

IHanmucHTOB.
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