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Duopo3 ¥ KUCTO3 MeYeHH, CHHIAPOM MOPTAIBHON TMIIEPTEH3MH — IKCTPAPEHAJIbHbIE MPOSIBJICHHS, ONPeIeISIONHEe TSKECTh TeYeHust
¥ MPOTHO3 AYTOCOMHO-PELECCUBHOI MOIMKUCTO3HOI 00JIe3HU NOYEK Y JeTei.

Iens uccaenosanus. B kaTamHe3e jeTeii ¢ ayTOCOMHO-PeneCCHBHO# MOJUKHCTO3HOM 00J1€3HbIO MOYEK OLEHUTh 0COOEHHOCTH MAHMU -
(ecTanuu u Teyenns Kucro3a u pudpo3a nevyeHu, pa3BUTHS CHHAPOMA MOPTATLHOI IHIEPTEH3UH.

ITamuents! 1 MeToabl. OGce0BaHbI 27 A€Teil C AyTOCOMHO-PEECCUBHOI MOJMKUCTO3HO! (0J1€3HbI0 MOYEK, 3 HHX 2 C JIeTATbHBIM
HCXO/IOM B HEOHATAJILHOM NePHO/Ie HCKIIOYEHDbI U3 MOC/IeAYIONIMX ITANOB HCCIeN0BaHus; 25 neTeii B Bo3pacte 1—17 jet pasiesnenst
Ha 2 rpynmnbl N0 HAJIMYKIO CHHAPOMA NMOPTAJbHOI runepren3un. M3 25 nereii ¢ ayTocoOMHO-peliecCHBHOI MOJUKUCTO3HOM 00/1€3HBIO
novyek y 10 (40%) Ha MOMEHT KaTaMHe3a OTCYTCTBOBAJIM NPH3HAKH CHHIPOMA NMOPTAIbHOI runepren3un (1-s rpynma), y 15 (60%)
nieTeil BbISIBJIEH CHHAPOM MOPTAJIbHON runepren3uun (2-s rpynna). B padore ucno/b30BaHbl KATAMHECTHYECKHI, KIMHUYECKHIA,
TeHeaIOTHIeCKHii, Ta00PATOPHDIIi U MHCTPYMEHTAJbHBII (YIbTPa3BYKOBOE UCC/IEJOBAHNE, MATHUTHO-PE30HAHCHAS/KOMITBIOTEPHASI
TOMOrpadusi MoYeK M OPraHoB OPIONIHOIM MOJIOCTH, dJjacTorpadus nevyeHu, Mo MOKA3AHHAM — 330()aroracTpoayoAeHOCKONMS)
MeTO/IbI cclieIoBaHusA. Y 3 ieTeil IMarHo3 noaATBepKIeH MPH Ay TONCHH.

Pesynbratel. Ilpu yibTpasBykoBOM HCC/IeJOBAHUM MPEHATAIBLHO He BBISIBIIEHO XapaKTEPHBIX ISl AyTOCOMHO-PeLeCCHBHOM MOJIH-
KHCTO3HOIi 00J1€3HH1 M0YeK, H3MEHEHHl MeYeH! U JKeTYHbIX NPOTOKoB. M3 27 o6cinenoBannbix nereii y 10 (37%) anarHocTupoBau
B KaTaMHe3e (pudpo3 mevyenu, y 22 (81%) — pacimpeHne BHyTPHUNEUEHOYHBIX JKeTYHbIX MPOTOKOB, U3 HUX Y 15 (68%) — no/mikucTo3
nevenu, y 3 (14%) — 6one3ns Kaposu. [Ipu ayTocoMHO-penecCHBHOM MOJMKUCTO3HOM 00J1€3HH MOYEK y BCEX JeTeil ¢ CHHAPOMOM
MOPTAJIBLHON TUNEPTEH3MH YCTAHOBJIEHO BAPUKO3HOE PacUIMPeHHe BeH NMHUIIEBOJA W JKeJMYIKA MO pe3yJibTaraM 330()aromyoneHo-
ckomuH, B 53% ciyyaeB ¢ MOKa3aHHSMH K JurupoBanmio ¢uedsxrasuu, B 47% nuardocTupoBana Tpombonuronenus, B 67% —
anemus, B 100% cnienomeraus, B 13% — nuiieBoaHo-kKe1y104HO€E KPOBOTEYEHHE.

3akimovenue. B 2 cpaBHMBaeMbIX rpynnax y aeTeii BbISIBJEHbI PA3JHYHS B HAYATbHBIX NPOSIBJIEHUSIX AYTOCOMHO-PEIeCCUBHOI OJH-
KHCTO3HOIi 00/1e3HU N0YEK, He YCTAHOBJIEHO PA3JIMYMii 0 YacToTe pa3BuTHs (GuOPO3a U KMCTO32 NeYeHH B KaTaMHe3e.

Karouesvie caosa: demu, pubpo3 neuenu, KUCmo3 neueHu, CUHOPOM NOPMANbHOL 2unepmeH3UuU.

Ans untuposanuns: Anapeesa 3.®., [ior U.B., lopsdesa J1.I., CaBeHkoBa H./]. CUHAPOM MopTanbHOU runepTeH3un y AeTeri C ayTOCOMHO-pe-
LIeCCUBHOW MOIMKNCTO3HOU 60/I€3HbIO M10Y€EK, KUCTO30M 1 (prBPO30M rneveHu (opurnHaabHas ctaresl). Poc BectH nepuHaron v neavatp 2023;
68:(3): 61-67. DOI: 10.21508/1027-4065-2023-68-3-61-67

Hepatic fibrosis, liver cysts, and portal hypertension are extrarenal manifestations that determine the prognosis of autosomal reces-
sive polycystic kidney disease in children.

Purpose. To assess the features of the manifestation and course of liver cystic disease and fibrosis, the development of portal hyper-
tension in the follow-up medical history of children with autosomal recessive polycystic kidney disease.

Material and methods. We studied 27 children with autosomal recessive polycystic kidney disease, with two children with a fatal
outcome in the neonatal period excluded. 25 children 1—17 years old with autosomal recessive polycystic kidney disease were divided
into 2 groups depending on the presence of portal hypertension syndrome. In the long-term follow-up 10 (40%) of 25 children with
autosomal recessive polycystic kidney disease had no signs of portal hypertension (group 1), 15 (60%) children had portal hyperten-
sion syndrome (group 2). The long-term follow-up, clinical, genealogical, laboratory and instrumental (US, MRI/CT of kidney and
abdominal cavity, liver elastography) research methods were used in the study. The diagnosis was confirmed by autopsy for 3 children.
Results. There were no cases of changes in the liver and bile ducts characteristic of autosomal recessive polycystic kidney disease by pre-
natal ultrasound examination. From 27 children with autosomal recessive polycystic kidney disease, in 10 (37%) were diagnosed the liver
fibrosis in the long-term follow-up, 22 (81%) had cystic enlargement of intrahepatic veins, of which 15 (68%) had polycystic liver disease,
3 (14%) had Caroli disease. All children with autosomal recessive polycystic kidney disease and portal hypertension syndrome had var-
icose veins of the esophagus and stomach according to esophagoduodenoscopy, 53% with indications for ligation of phlebectasia, 47%
were diagnosed with thrombocytopenia, 67% with anemia, 100% with splenomegaly, 13% with esophageal-gastric bleeding.
Conclusion. The differences in the initial manifestations of autosomal recessive polycystic kidney disease were revealed, while no dif-
ferences in the incidence of hepatic fibrosis and liver cysts were found in 2 compared groups of children.
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OCHOBE ayTOCOMHO-PELIECCUBHON MOJMKUCTO3HOM

oose3nu nmoyek (ORPHA:731) nexar cTpyKTypHbIe
1 QYHKIMOHAJIbHBIE U3MEHEHUS TIEPBUYHBIX PECHUYEK
(IMMIA) STUTENINS XOJIAHTUOLIMTOB M COOMpaTETbHBIX
Tpyook HedpoHa [1, 2]. IIpu ayrocoMHO-peLiecCUBHOK
MTOJTUKUCTO3HOW OOJIE3HU TTOYeK BCIICACTBUE MyTallvid
reHa PKHDI ¢u0po3 M KUCTO3 TMOYEK W TeYeHU O0y-
CJIOBJIEHBI HapylieHueM Inh@GEepeHINPOBKU STTUATETUS
HedpoHa U MPOTOKOBOH IJIACTUHKM Ha 3Tare dMOpUo-
HaJIbHOTO Pa3BUTHSI. AyTOCOMHO-pELIeCCUBHAsT TTOJTH-
KUCTO3Hast OOJIe3Hb TOYEK BCJIEACTBUME MYyTallMil TeHa
DZIPIL mpotekaer 0e3 ¢udbposa meyeHu. [loueuHsrit
(beHOTUTT TIOJIMKKUCTO3HON OOJIE3HNW TTOYEK XapaKTepH-
3yeTcsl pacllMpeHreM CcoOMpaTebHBIX TPYOOK, OIpe-
JeNsieMbIM B BHIE MEJKUX KUCT BBITSIHYTOM (DOPMBI
Iud@Y3HO B MO3TOBOM CJIO€ MapEeHXUMbI B COYETAaHUU
C TIPOTPECCUPYIOIINM WHTEPCTUIUATBLHBIM (PUOPO30M.
DubPONONIMKUCTO3HOE TTOpaXkeHWe TTeYeH! TTPU JaHHOM
3a00JIeBAaHUM TIPEACTABICHO KUCTO3HBIM paclIMpeHueM
BHYTPUIIEUEHOYHBIX XETUHBIX TTPOTOKOB U MepUOUIAp-
HBIM (PUOpPO30M TapeHXuMHsI |1, 3—5].

IMonukucros neyeHu, BpoXKACHHBIN (prOpO3 nmeveHu,
6osiesHb Kaposn, OCIOXHEHHBIE XO0JIeCTa30M, THOM-
HBIM XOJAHTMTOM M CETiCUcOoM, (OpMHUpPOBAHUEM CHUH-
JIpoMa TIOPTAJbHOW TUIEPTEH3WM, CIYXKaT XapaKTep-
HBIMM  KJIWHUYECKUMH  TIPOSIBJICHUSIMU  TTOPaKEHUST
MapeHXUMbl TIeYeHU W BHYTPUITEYCHOUYHBIX KETIHBIX
MMPOTOKOB TIPU ayTOCOMHO-PELECCUBHON TOIUKUCTO3-
HOIf 00JIe3HM TMOYeK B AETCKOM Bo3pacte [2—9]. Pa3Ho-
oOpasue TeYyeHOYHOro (eHoTHna Tpu 3TOM 3aboJieBa-
HUU 3aBUCUT OT XapaKTepa KOHKPETHOW MyTalluy TeHa
PKHDI. MuHuManbHble TIPOSIBICHUS TTOJUKUCTO3HOM
00JIE3HU TIOYEK B TIEYEHU U XKETYHBIX MPOTOKAX CBSA3bI-
BaloT ¢ gedekToM B 30He ¢ 1838 mo 2624 aMUHOKUCIOT
Oenka (GUOpPOIMCTUHA, TsKEJI0e TedeHHe IIeUYeHOY-
HBIX TIPOsIBIEHU — ¢ 2625 no 4074 amuHokucior [2].
CormracHo kiaccudukanum pudpo3HO-KMUCTO3ZHBIX 3200-
JIEBaHUI TICYEHU 110 YPOBHIO U AMAMETPY TTOBPEXKIEHHBIX
SKETYHBIX TPOTOKOB TIPU TIOPaKEHWU MEXIOJIBKOBBIX
U CeNnTaIbHbIX MPOTOKOB auaMeTrpoM 20—50 Mxm ¢op-
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OPUINHAJIbBHbBIE CTATbU

MUpYeTCs BPOXKICHHBINM (PUOPO3 M TOJMKKUCTO3 TIeYeHH,
npu (pUOGPO3HO-KUCTO3ZHOM M3MEHEHUU KPYITHBIX Cer-
MEHTapHBIX IIPOTOKOB AuamMeTpoM Ooyiee 50 MKM —
oone3np Kapomm [5]. s oGo3HauyeHUST ITOpasKeHUS
MHOXECTBEHHBIMU KUCTaMU 00EMX MOJIel MeUyeHN TpH-
MEHSIIOT TEPMMH <«ITOJIMKHMCTO3HAasl OO0JIE3Hb TEeUYeHU».
Ilpu nmarHocTHMKE TOJIMKHUCTO3HOW OO0JE3HU TIeYeHU
VUUTHIBAIOT KOJWUYECTBO KHUCT TIO pe3yJbTaTaM Mar-
HUTHO-PE30HAHCHOM /KOMITBIOTEPHOM ToMorpadumn
WU YJABTPa3BYKOBOTO MCCIENOBaHUS: 4 KUCTBHI CITyKaT
KpUTEpUEM AMArHO3a TPU TOJOXKUTETEHOM CeMEMHOM
aHaMHe3e 10 KHCTo3y redeHu, 20 KUcT — IMpu OTpU-
aTteJJbHOM. B KIMHMYECKO MpaKTUKe TMPUMEHSIOT
KjaccuduKauy TOJMKUCTO3HOUM OOJIe3HW TIeUeHU
J.F. Gigot u coast. (1997) u T. Schnelldorfer u coasr.
(2009) [10]. B xaramore OMIM mnpencraBiieHbl TE€HBI
PRKCSH (177060), SEC63 (608648), ALGS (608103),
LRP5 (603506), PKD1(601313), PKD2(173910), GANAB
(104160), DNAJBI1 (611341), ALGS5 (604565), PKHD1/
FCYT (606702), DZIPIL (617570), MyTalMu KOTOPBIX
OTBETCTBEHHBI 32 pa3BUTHUE TTOJUKUCTO3HOW OO0JIE3HN
TeYeHU 1 TToveK [1].

®dubpo3 TmeYeHW TPU  ayTOCOMHO-PELIECCUBHOM
MOJIMKUCTO3HOM OOJIE3HU TTOUEK XapaKTepU3yeTcsl peMo-
JNETVMPOBAHNUEM BHYTPUITEYEHOUHBIX JKETYHBIX TPOTO-
KOB M PaCIIMPEHUEM CBSI3AaHHBIX ¢ HUMU Pa3BETBICHUIA
BOPOTHOI BEHBI C MPOTPECCUPYIONIUM pa3pacTaHUuEM
COEMMHUTENIBHON TKaHMW B TapeHXWMe TedeHU. Bbime-
JISIIOT MHBa3UBHbIE (OMOTICHSI), MaJIOMHBa3UBHbIE (OMO-
XUMUYECKHEe MapKepbl) M HeWHBa3WBHBIE (31acTorpa-
¢ust, sIacTomMeTpusi, YJIbTPa3ByKOBOE UCCIEAOBaHUE,
MarHUTHO-PE30HAHCHAs WM KOMIIBIOTEpHAsT TOMOTpa-
¢ust) Metonbl nuarHocTukM Guodpo3a meyeHu. lllkama
METAVIR mnpumeHsiercss B KJIMHWYECKON TpaKTUKeE
JUTSI OLIEHKU CTETNEeHU BBIPAXXEHHOCTU (hUbpo3a MeuyeHu
[11—-13]. Bonesnr Kaporu (OMIM 600643) — penxast
(1:1 maH) 0OJE3Hb C ayTOCOMHO-PEIECCUBHBIM TUIIOM
HacjenoBaHusl, XapaKTepu3yoIiascss HeoOCTPYKTUBHOM
BPOXIEHHOW KaBEpHO3HOW, MEIIKOBUIHOMW, KHUCTO3-
HOI 2KTa3ueill KPYIMHBIX BHYTPUIIEUEHOYHBIX MTPOTOKOB
MpU HOpMaJIbHOM 00111eM e T4HOM TpoToke (V TUM KUCT
JKEeTYHBIX TMpOoTOKOB 1o Todani), oTrcyTcTBUEeM mepu-
nopTajbHOTO (prdpo3a neyeHu. Hepenko y malmeHTOB
(gaiie y ToApOCTKOB M B3POCIIBIX) C ayTOCOMHO-pellec-
CUBHOM TIOJIMKMCTO3HON OOJIE3HBIO ITOYEK C MyTallMei
reHa PKHD ] BuisiBistioT 60s1e3Hb Kaponu nimm ee ociox-
HeHUsI (3aCTOM XeTun, 00pa3oBaHe BHYTPUTTPOTOKOBBIX
KaMHeil, 6aKTepuaTbHBII XOJAHTUT, aCIIUAT, CETTTULIEMUST
U TIEYEHOUHBI adcuecc, BHYTPUIEUEHOYHAsl XOJIaH-
ruokapuuHomMa). Ilpu couetanuu OosnesHu Kapomu
¢ Gpubdbpo30M rnevyeHn KOHCTaTupytoT cuHapom Kaponu [1,
14, 15]. CuHapoM MOpTaIbHOI TUMIEPTEH3UU TIPU ayTO-
COMHO-PEIIECCUBHOM TIOMMKHUCTO3HOM OO0JIe3HU TOYeK
00YCITOBJIEH MOBBILIEHHBIM TaBJICHUEM B CUCTEME BOPOT-
HOIM BEHBI BCJIEACTBYE BHYTPUIIEYEHOTHOTO OJI0Ka M3-3a
3aTpyAHEHMST KPOBOTOKA B BeHax TmedyeHU. KimHuye-
CKUe TIPOSIBIIEHUST CUHIpOMa TOPTaTbHON TUIEPTEH3UN
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Andpeesa D.®. u coaem. CUHIPOM MOPTATBHON TUIIEPTEH3UHU Y AETEN ¢ ayTOCOMHO-PELIECCUBHOI MOJMKUCTO3HOI GOIE3HBIO MTOYEK. ..

(TUMepCIIeHN3M W TIAHIUTOTIEHUsI, KPOBOTEUCHMS
13 BapUKO3HO-PACIIMPEHHBIX BEH MUIIEBOAA U BEpXHEM
TPETU XeJynKa) CBUACTEICTBYIOT O TSIKECTU TEUEHUs
U OTIPENIEJISTIOT TTPOTHO3 ayTOCOMHO-PEIIECCUBHOM MOJIN-
KHMCTO3HOU Ooje3nu mouek. [lpemorBpallieHne muiie-
BOJHBIX U XKEJIYIOYHBIX KPOBOTEUEHUI B OOJIBIINHCTBE
ClyyaeB JIOCTUTAETCs JIMTMPOBAHMEM BapUKO3HO-pac-
IIVPEHHBIX COCYIOB. PUCK pa3BUTHS TTEeYeHOYHON DHIIE-
dajonaTum M KOMBI B IIOCJIEOITEpAllMIOHHOM IIepPUOE,
0COOEHHO y MallMEHTOB, HAXOMSIINXCSl HA 3aMEeCTUTEb-
HOM Tepanmuu OUaIu30M, OrpaHUYMBAET IPUMEHEHUE
MOPTOCUCTEMHOTIO IIYHTUpOBaHus [3, 8, 14—16].

Ileap ucciemoBaHmsi: B KaTaMHe3e JeTeil ¢ ayTo-
COMHO-PEIIECCUBHON ITOJTUKUCTO3HON 0O0JIE3HBIO TTOYEK
OLIECHUTH OCOOEHHOCTM MaHU(peCTallM W TEUCHUS
KHcTo3a u ¢pudpo3a MedeHu, pa3BUTUS CUHIpPOMaA TOP-
TaJIbHOM TUIIEPTEH3UN.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUSA

B cooTBeTcTBUM C MeEXAYHApOIHBIMU KpPUTEPU-
SIMA JWMArHO3 ayTOCOMHO-PEIIeCCUBHOM TMOJTUKHUCTO3-
HOI OOJIE3HU TIOYEK YCTAHOBJICH C POXIEHUS 0 6 JieT
y 27 nereit u3 22 cemeii (13 HUX 9 neTeit IBJISIIOTCS CUO-
camu u3 4 cemeil). Y 3 getefl KIMHUYECKUN AUATHO3
nonrBepxnaeH npu ayrorcuu [3]. [lo nmpuuuHe neraib-
HOTO MCXOJa B HEOHATAJTbHOM IIePUONE W3 IOCTIEeIYIO-
IIMX 3TANOB UCCIIeIOBAaHUS UCKITIOUYeHBI 2 meteii ¢ [ToT-
Tep-(eHOTUTIOM.

JlmiTenbHOCTh KaTamMHe3a 25 jeTeid, MepeskKuBIINX
HeOoHaTaJIbHBII Teproj, cocTaBuia oT 1 mec go 12 jer.
Bcem aetsiM ipoBeieHbI KITMHUYECKUIA M OMOXMMUYECKUI
aHaJIM3 KPOBU C OIEHKOW (DYHKIIMU TIOYEK U TICUEHH,
KOaryJorpaMma, YJbTpa3ByKOBOE WCCJIEIOBAaHUE, Mar-
HUTHO-PE30HAHCHAs/KOMITbIOTEpHAsT TOMOTrpadusi TToueK
U OPTaHOB OPIOIITHOM TIOJIOCTH, YIBTPa3BYKOBAasI 371aCTO-
rpacdus TiedeH!, TI0 TTIOKa3aHUsIM — 330(haroayoneHOCKO-
musi. KputepusiMu TUarHOCTUKU CUHIPOMA MTOPTaJIbHOM
TUTIEPTEH3UM CYMTAIM HAJIUYKMe BApUKO3HOTO pacilpe-
HUS BEH MUIIEBOAA W BepXHEW TpeTH Keymka (Mo maH-
HBIM 330()aroayoeHOCKONMU ¢ KOHTPOJIEM TI0 ToKa3a-
HusM | pa3 B 6, 12 1 24 Mec), KeTyTOIHO-TTUIIEBOTHBIX
KPOBOTEYEHU I, TeMaTOCTUIEHOMETAINH, TUTIePCITTICHU3Ma
¢ tpombouuTonenueit (MeHee 100-10°/1) u aHeMmueii,
YBEeJMYEHNE aUaMeTpa U U3BUTOCTh BOPOTHOM U cele3e-
HOYHOI BEH, BBISIBIICHUE KOJJIaTepaliecit B CHCTeMe BOPOT-
HOW BeHBI (IO JAHHBIM YIBTPa3BYKOBOTO WCCIIEIOBA-
HUs). B 3aBUCMMOCTH OT HaJIMuMs Ha MOMEHT KaTaMHe3a
CUHIpOMa TMOPTAJTbHOM TUMEpPTeH3UU 25 HeTeil ¢ ayTo-
COMHO-PETIECCUBHOM TTOJIMKUCTO3HON OOJIE3HBIO TIOUYEK
B Bo3pacte oT 1 roga 10 17 jet pasneneHbl Ha 2 TPYIIIbI,
MeXKIy KOTOPBIMU TTPOBEIEHO CPAaBHUTEIHHOE MCCIIEIOBA-
HHME Ha OCHOBAaHMM JaHHBIX TOCIEIHEro OOCIIeTOBAHMSI.
Cpemm 25 geTeil OTCYTCTBYIOT MAIMEHTHI ITOCJE IITyHTH-
POBaHMSI CUCTEMBI BOPOTHOIM BEHBI W/WJIM TIOCJIEe TpaHC-
MmIaHTauu medeHn. B 1-1o rpymmy BkiroueHbl 10 (40%)
nereit (5 MaTbuMKOB U 5 1eBoveK) B Bo3pacte 1—14 jer
(4,11£3,roga) 6e3 cuHIpOMa TOPTATbHON TUMEPTEH3UH,

BO 2-10 Tpynmy — 15 (60%) neteii (6 MaTbuMKOB 1 9 1€BO-
yek) B Bospacte 2—17 ner (8,7+5,1 roma) ¢ cuHIpo-
MOM TOPTAJTbHON TUIEPTEeH3UM HAa MOMEHT KaTaMHe3a.
Omnpenenenue craguy GuOpo3a MeYeHU OCYIIECTBIISIIN
no mkame METAVIR, cormacHo xoropoit F1 — pac-
IIMpeHNe TOPTATbHBIX TPaKTOB 06e3 (hOpMUPOBAHUS
cent (repunopTaibHbIil (Hudpo3), F2 — mopranbHbIi
GUOpPO3 B COYETAHMM C EAMHUYHBIMM TTOPTONOPTAITb-
HBIMU cenTtaMu, F3 — mopranbHbIit (prOpo3 B coueTaHUU
CO MHOXECTBEHHBIMU TOPTO-LIEHTPAIbHBIMU  CETITAMK
0e3 JIoxXHbIX nosiek, F4 — umppos reyeHu. Y Beex nereit
WMCKJTIOUEHBI WHBIE TIPUUMHBI TTOPaKeHUs TIeUeHU, OCTpast
¢aza 3abojieBaHUI, HE CBSI3AHHBIX C ayTOCOMHO-pPeleC-
CHUBHOI TIOJIMKUCTO3HOU 60Jie3HBIO MoYeK. KputepusiMu
CIJICHOMETAJTMYA CYUTAIN YBeIMUEHUE JJIMHBI CeJIe3eHKU
MO JTaHHBIM YJIBTPAa3BYKOBOTO MCCIIEIOBAHUS 0ojiee 4eM
Ha 2 CTaHIAPTHBIX OTKJIOHEHMSI OT HOPMBI TI0 BO3PACTY.
It OLIEHKW TPOTHO3a COCTOSTHUST (DYHKILIMM TIeYeHU
W OMpeneleHusT TMOKa3aHWil K TpaHCIIAaHTAIlUU AETIM
1—11 ner npoBeneH pacuer no dopmyie PELD (Pediatric
for End-stage Liver Disease ¢ yyeTom anpOymnHa, Ovim-
pyOMHa, MeXIyHapOIHOTO HOPMaJM30BAaHHOTO OTHOIIIE-
HUST B KPOBU, BO3pacTa, HaJIMYUS 3alepPXKKU pocTa), y 6
noapoctkoB 14—17 et npumeHeHa ¢opmyna MELD-Na
(Model for End-Stage Liver Disease 2016 T. ¢ yaeToM KOH-
LIEHTpaluy KpeaTMHWHA, OMIIMpYOMHA, HATPUsSI, MEXKIY-
HapOIHOTO HOPMAaJM30BAaHHOTO OTHOIIEHWS B KpPOBH,
Hammausl (akTa MPOBEICHUs Iuain3a 3a TOCETHIO
Henemo). IlporpeccupoBaHne B XpOHMYECKYIO 00Jie3Hb
MOYeK KOHCTAaTUPOBAIM B COOTBETCTBUM C PEKOMEHIIA-
msima K/DOQI (2002). TTo coBOKYyMHOCTM MOJTy4YeH-
HBIX JaHHBIX OTpeesIeHbI TTOKa3aHUs K TpaHCTUTAHTAlUN
TOYKHU U TeYeHU B CPABHUBAEMBIX TPYIITIaX JIETe.

Pesynbrarel ncciaenoBanus 00pabOTaHBI TIPU TTOMOIIN
nporpammbl  Microsoft Excel 2003 (Microsoft, CLIA)
u Statistica 6.0 (StatSoft Inc, CIIIA). CraTucTruecKyio
3HAYMMOCTDb PA3IMYUA IBYX CPETHUX, TPEACTAaBICHHBIX
B BUJIE CPEIHETO apr(METUIECKOTO = OTKIIOHEHHE Cpel-
Hel, OIpene/siiii ¢ MmoMolblo Kputepus ¢ CTbIOAEHTA;
yactor — Kpurtepus x> [Tupcona. ITo koadduireHTy Kop-
pensiiimu [TupcoHa OLeHWBAIM KOPPEJSILINIO (€€ CUUTATN
MOJIOXKUTEIbHOM TIpy KoadduimeHte Koppesiuu [Tup-
coHa |, oTpuiiatenbHoi ripu —1).

Pesynbratbl

IIpeHatanbHO MpU yJIbTPA3BYKOBOM MCCIIETOBAHUU
y 17 (63%) w3 27 II0I0OB BBISIBIIEHBI MI3MEHEHUS TIOYEK,
XapakTepHble [JII ayTOCOMHO-PELUECCUBHON MOJUKU-
CTO3HOI 00JIe3HU TMOYeK (yBeJIUUYEeHUE B 00beMe U/Uiu
TUTIEPIXOTEHHOCTh TTapeHXUMBI), 12 (44%) TUT0MOB pas-
BUBAJIMCh B YCJIOBUSIX PEHATBbHOTO MaJOBOJAMS. Xapak-
TEepHbIE I ayTOCOMHO-PELIECCUBHON MOJUKUCTO3-
HOI 00JIE3HU TOYEeK M3MEHEHMSI MEYEHU U KEeITUYHBIX
MPOTOKOB OTCcyTcTBOBaIU. [locie poxneHust 4acTbIMU
MEePBLIMU  MPOSIBJICHUSIMU  ayTOCOMHO-PELIECCUBHOM
MOJIMKUCTO3HOW 00JIe3HU TovekK y 27 neteit ObUIn yBe-
JuyeHue obbeMa Moyek MO JaHHBIM YJIbTPa3ByKOBOTO
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uccienoBanusa y 19 (70%), yseanueHne oobeMa KUBOTA
pu ocMotpe y 17 (63%), BHIsIBIIeHWE TTapeHXUMAaTO3-
HBIX TTOYeYHBIX KUCT y 13 (48%), remaromeranus y 11
(41%) nereii.

JlnarHo3 ayTOCOMHO-PEIIECCUBHOM TOIUKHUCTO3HOM
6oJie3HM Movek yctaHoBleH y 21 (78%) u3 27 neteit B BO3-
pacte 0—3 neT, y 6 (22%) — B 3—6 neT1. [1pu mocTaHOBKe
nuarHoza B 100% ciydaeB OTMEUeHBI yBeJTWYEHHBIE
MMOYKM C TUMEPIXOTEHHON MapeHXWMOW M OTCYTCTBUEM
KOPKOBO-MO3TOBOI IH(h(GEpeHINPOBKU MU ¢ MHOXKE-
CTBEHHBIMU MEJKUMHU TUMOY3HBIMA  TTapeHXMMATO3-
HBIMM KUcTaMU Touek; y 22 (81%) nmeteit pacumpeHue
npoTokoB TeyeHu; y 10 (37%) KIuHWYeCKHe, THUCTO-
JIOTUYeCKre, JabopaTOpHble W WHCTPYMEHTaJbHbIE
(TI0 pe3ysbTaTaM yJIbTPA3BYKOBOTO MCCIIEIOBAHMS, Mar-
HUTHO-PE30HAHCHON  ToMorpacduu, KOMITbIOTEPHOM
ToMorpacdumn) TpusHaku ¢ubposa medeHu; 5 (18%)
NeTeli MMEIOT CHOCOB C TTOATBEPKIECHHOW ayTOCOMHO-
pelLIeCCUBHOM TTOJMKUCTO3HOM 0OJIE3HBIO TTOUEK, U3 HUX
3 (11%) — ¢ TUCTOJIOTUYECKUM (IT0 TAaHHBIM ayTOTICVIH)
u 2 (7%) — ¢ TeHeTUYeCKUM ToATBepxKaeHueM. U3 27
HOBOPOXAEHHBIX C ayTOCOMHO-PEIECCUBHON TTOIMKU-
CTO3HOM 60Jie3HbI0 TIoueK y 2 (7%) cubcoB ¢ IloTTep-
(hbeHOTUTIOM KOHCTATUPOBAH JIETATLHBIN UCXOI B HEOHA-
TaJbHOM TIEPHOJIE.

B nByX cpaBHMBaeMbIX TPYIIaXx YCTaHOBJIEHBI pa3-
JINYYS B TIEPBBIX KIMHUYECKUX U YIBTPa3BYKOBBIX TTPO-
SIBIICHUSAX ~AyTOCOMHO-PEIECCUBHOM  MOJUKUCTO3ZHOM
Oosie3Hu mouek. B 1-it Tpyrimne aeteit 1ocTOBEpHO yarlle,
YyeM B CpaBHMBAaeMOM, HAYaJIbHBIMU TPOSIBICHUSIMM
MOJUKUCTO3HON 0O0JIE3HM TTOYeK ObUIM B MpeHaTaIbHOM

OPUINHAJIbBHbBIE CTATbU

nepuoie MajoBOAME, a TOoCe POXACHUST — yBeaude-
HUEe o0beMa TMOYEK, HAJTWIUe MOYEUHBIX KHUCT, OCTPOE
MOBpeXXIeHNE TTOYEK, TUMOTIA3UsT JIETKNX W JIbIXaTesTb-
Has HeOCTaTOYHOCTh. Bo 2-11 rpymIie neTeii rermatomera-
JIVISI TIO TAaHHBIM YJIbTPa3ByKOBOTO UCCIETOBAHMS U 3aTTOP
yalie CAYXWIM TTePBBIM TPOSBICHUEM TTOJUKUCTO3HOM
00JIe3HU TI0YEK, UTO OTJIMYAJIO0 UX OT JeTei 1-il rpymb
(cM. Tabmumy). Y nereil ¢ ayTOCOMHO-PEIECCUBHOM
MMOJTUKUCTO3HOI 00JIE3HBIO TTOYEK YCTAHOBIIEHA TTOJIOXKM -
TeJbHAs KOpPeNsirs MeXIy YacTOTOHM TpeHaTaabHOTO
MaJIOBOIMSI K OCTPBIM MOBPEKIECHUEM ITOYEK ITOCITE POK-
neHus (koadduimeHT koppensiunu [Tupcona = 1).

Ha momeHT KatamHe3a B 1-if rpyrme u3 10 mereit
y 2 (20%) ycraHoBneH ¢uodpos neyenu F3,y 5 (50%) —
nmoukucTo3 nedeHu, y 7 (70%) — BHyTpUIIEYEHOUYHOE
paciMpeHune XeIIHBIX MPOTOKOB, U3 HUX Y | — GoJIe3Hb
Kaponu. Bo 2-ii rpynne u3 15 aeteit u moapocTKoB y 8
(53%) nonTBepxneH puodpos neuenn F3—4,y 10 (67%) —
MOJUKUCTO3 TieueHu, y 15 (100%) — BHyTpUIIEYeHOTHOE
paciMpeHue XeIIHBIX MPOTOKOB, U3 HUX Y 2 — 6OJIe3Hb
Kaponu, y 5 (33%) — npusHaku XojlaHTUTa. B cpaBHU-
BaeMbIX TPYIIIaX OTMeUeHa CTAaTUCTUYECKU 3HAYMMast
pa3HUIIA TI0 YacTOTe PaCHIMPEeHUs XKETIHBIX MPOTOKOB
(p<0,05) y nmereit ¢ ayTOCOMHO-PELECCUBHON TIOJIM-
KHCTO3HOM 0OJIE3HBIO TIOUEK, HEe BBISIBJICHO pa3IMYUii
110 YacToTe pa3BuTHs (prdpo3a 1 MOJIMKUCTO3a IICYCHU.

VY mauuMeHToB 2-i TPYMNIbI CUHAPOM TMOPTATbHOM
TUTIEPTEH3UN IUAarHOCTUPOBaH B BO3pacTe OT 5 Mec
mo 6 ner (38,1x18,3 mec). Bapuko3Hoe pacinmpeHure
BEeH MUIIEBOMIA U XeJIyIKa OOHapyKeHO y BceX MalneH-
TOB C CUHIPOMOM ITOPTAJbHOM TUTIEPTEH3NU TIPU ayTo-

Tabauya. TepBble KIMHUYECKHE H YJILTPA3BYKOBbIE MPOSIBJICHUS] AyTOCOMHO-PeNeCCUBHOI MOJTUKNUCTO3HOI 00J1€3HM MOYEK Y JeTeid,
He nMeromux (1-s rpynna) u umMeronmx (2-s1 rpynna) CHHAPOM MOPTAJIBHOM IHIEPTEeH3UN HA MOMEHT KaTaMHe3a

Table. The first clinical and ultrasound manifestations of autosomal recessive polycystic kidney disease in children without (group 1)
and with portal hypertension syndrome (group 2) in long term follow-up

VY nereii cpaBHMBaEMbBIX IPYNI B KATAMHE3€

Covrron Cpeu Bce)((noj;:;:uonanﬂux (n=25)
1-s rpynna (n=10) 2-s1 rpymna (n=15)

Veennuenue nouek (Y3HN) 19 (70%) 10 (100%)* 9 (60%)*
Kucrsl B moukax (Y3U) 13 (48%) 9 (90%)* 4 (27%)*
Tenaromeranusa (Y3N) 11 (41%) 0* 11 (73%)*
Crenomeranust (Y3U) 4 (15%) 0 4 (27%)
VBenuueHue XuBoTa 17 (63%) 7 (70%) 10 (67%)
Tuenonedpur 8 (30%) 4 (40%) 4 (27%)
OcTpoe MOBPEXIECHUE ITOUEK 5(19%) 5(50%)* 0*
ApTepuaibHas TUIIePTEH3UsI 6 (22%) 4 (40%) 2 (13%)
AHeMust 7 (26%) 2(20%) 5(33%)
TpoMOOIMTOIIEHUS 1(3,7%) 0 1(7%)
3arnop 5 (19%) 0* 5(33%)*
MajoBonue 12 (44%) 9 (90%)* 3(20%)*
T'unorurasust erkux, JH 7 (26%) 6 (60%)* 1(7%)*

Tlpumeuanue. * — nocroBepHOCTb pazanunii (p<0,05) npu cpaBHeHUU MoKaszaTteseil B 2 rpynnax. JIH — abixaTeabHas HeoCTaTouHOCTh; Y3 —
YJIBTPa3BYKOBOE MCCIIEOBAHME.
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Andpeesa D.®. u coaem. CUHIPOM MOPTATBHON TUIIEPTEH3UHU Y AETEN ¢ ayTOCOMHO-PELIECCUBHOI MOJMKUCTO3HOI GOIE3HBIO MTOYEK. ..

COMHO-PEIIECCUBHOI TMOJUKHUCTO3HOM OOJIe3HN TMOYEK.
JlurupoBanue (e6oKTa3MIl MUIIEBOAA U BEpPXHEN TpeTH
xeyaka 2—3-i ctenieHu ripoBeneHo 8 (53%) u3 15 neteit
C CMHIPOMOM TOPTAJIbHOM TUTIEPTEH3NH, U3 HUX Y 4 —
MOBTOpHO. Y 1 pebeHKa IMarHOCTUPOBAaH CUHAPOM
KpyBenbe—baymraprena, y 1 — HeyHKIIMOHUPYIOLIUHT
SKETYHBINA TMy3bIpb, ¥ | — KaBepHOMa BOPOTHOI BEHBI.
CruieHOMeTaIusT BhISIBJIEHA TIPU YJIBTPa3ByKOBOM HCCIIe-
nmoBaHun y 15 (100%) nereii 2-it rpymmsl, y 8 (53%) —
ompeneisieMasl TaJblaTOPHO M OTCYTCTBOBaja y JeTeid
1-if TpyIIIBI HA MOMEHT KaTaMHe3a.

CpaBHUTETbHOE MCCIIEIOBAHKME TTOKA3aJlo JOCTOBEP-
HBIE Pa3TMYUsT MEXIYy TPYMIaMu 1O CPeIHUM YPOBHSIM
y-TayTaMuITpaHcienTuaassl (95,116,2 en/n B 1-if Tpyrime
n 16,5+3,8 en/n Bo 2-1 rpymme; p<0,001) u C-peaKTUBHOTO
o6enka (0,4+0,3 wu 56,6£5,3 MI/T COOTBETCTBEHHO;
2<0,001). CpegHue ypoBHU y-IJIyTaMWJITPAHCIENTUIA3bI
n C-peakTUBHOTO Gellka WUMEIOT OTPUIATEIbHYIO KOp-
pensiuio B 2 cpaBHMBaeMbIX rpymmax (KoahuimeHT
koppensitimu [Tupcona = —1). Ilpu cpaBHeHun 39 cpen-
HUX 3HAYeHWI MoKas3aTeJleil KIMHUYECKOTO U OMOXMMU-
YeCKOT0 aHajM3a KpPOBU, BKITIOYasT TMPOTPOMOMHOBBIN
WHIEKC, MEXKIYHAPOIHOE HOPMAJTM30BaHHOE OTHOIIIEHHE,
MPOTPOMOMHOBOE BpeMsl, aKTUBHPOBAHHOE YaCTUIHOE
TPOMOOTLJIACTUHOBOE BpeMsl, (puOpUHOIeH, TPOMOMHOBOE
BpeMsI, TPOMOOLIUTHI, TeMOTJIOOMH, SPUTPOLIUTHI, KpeaTh-
HWH, TpaHCaMUHAa3bl, OUIUPYOUH, 3JIEKTPOJIUTHI Y JeTei
6e3 MopTaJbHOI TUTIEPTEH3UH U ¢ MPU3HAKAMM TTOPTaITb-
HOW TUTIEPTEH3MU He YCTAHOBJIEHO Pa3TnIuii.

Ha MomeHT katamHe3a TpomOoiuToneHus: (47—
84)-10°/1 umenace y 7 (47%) u3 15 mereit 2-ii rpyribl,
yTo moctoBepHo vatie (p<0,05), yeM B 1-i1 rpymnme nerei,
V KOTOPBIX TPOMOOILIUTOTIEHUST OTCyTCTBOBaja. [1pu cpaB-
HEHUM CcpeaHell aOCOMIOTHOTO 4Yucia TPOMOOIIMTOB
B KPOBM y JIeTeil B 2 CpaBHUBAEMBIX TPYMIaxX pasInuuii
He moaydeHo (p>0,05). ¥V nmereit ¢ TpomOOUMTOIIEHUEN
U3 2-i TPYNIbl CTUTEHOMETAINS ONpeAessiiach Mmajiblia-
TOPHO, B OTIMYME OT AeTeill 3TOU TPYIIbLI 0e3 TpoMOO-
mutoneHun (p<0,001). TToaTBepkmeHa TONOXUTEIbHAS
KOpPEJSILMST TPOMOOLIMTONIEHUH W OTpeaesiIeMO Majlb-
MaTOpHO CIIEHOMEeTaIuM (KO3((UITMEHT KOppesIun
IMupcona = 1) B rpyrmne aeTeit ¢ CHHAPOMOM TOPTaIbHOMN
runepreHsun. Y 2 (13%) w3 15 neteii ¢ CMHAPOMOM TIOp-
TaJIbHOU TUTIEPTEH3UM PAa3BUIIOCH TTHIIEBOTHO-KETYI0U-
HOEe KpOoBOTeueHHMe (reMaToMe3uc, MejieHa). AHeMMUST I1a-
rHoctupoBaHa y 5 (50%) u3 10 nereit 1-it rpyrnmer uy 10
(67%) w3 15 nmeteitr 2-it TPyNmbl M He MMeJla pa3TAInit
10 YacTOTe B CpaBHMBaeMbIX rpyrmnax (p>0,05).

I1o pe3ynwraTtam pacdeta mokasarenss PELD y nereit
C ayTOCOMHO-PELIECCUBHOW TOJMKUCTO3HON 6oJe3-
HBIO TIOYEeK B Bo3pacTte mutaniie 11 jeT B o6enx rpymmax
He BBISBJIEHO TTOKa3aHWIl K TPaHCIJIAHTALUM TIeYeHM.
VYV 17 u3 19 peteil ¢ ayTOCOMHO-PELIECCUBHOM TTOJIM-
KHMCTO3HOI 00JIe3HBIO IOYeK B Bo3pacte 1—11 Jer
PELD = 0, y 2 neBodek B Bo3pacte 6 u 11 jeT oTMme-
YyeHbl MakcuMasibHble TokazaTesn PELD (9 u 8 6amioB
CcOoOTBeTCTBeHHO). 1o pesynabTataM pacyeTa ToKas3aTesst

MELD-Nay 2 u3 6 moapoCTKOB OTpeae/IeHbl TTOKa3aHMs
K TpaHCIIAaHTAllUM Tle4eHU: y 17-eTHero MoApoCcTKa
C MCXOIOM B XpOHWYECKYylo Oosie3Hb mnouyek C4 moka-
3aTesib cocTaBWiI 22 Oayja u'y 17-J1eTHero pelunueHTa
nouku — 20 6aoB 1o mkaie MELD-Na.

OcTtpoe nmoBpeXIeHre TTOYeK YCTAHOBJIEHO Y 5 neTeit
1-if TPYMIBI: C JIETaJbHBIM MCXOIOM B HEOHATAJIBHOM
nepuone (2), ¢ TEepMHUHAJIBbHON ITOYEYHOW HEIOCTa-
TOYHOCTBIO W JIETaJTbHBIM MCXOJIOM B Bo3pacte | roma
(1). Y 15 nereit 2-i1 rpynmbl OTCYTCTBOBAIM JIeTaJIbHbIE
ncxonpel. I3 24 nereit ¢ ayrocOMHO-PELIECCUBHON TTOJIM -
KHCTO3HOM 00J1€3HBIO TTOYEK, MEePEKUBIIUX IPYIHON BO3-
pacT, IporpeccupoBaHe B XPOHUYECKYIO O0JIE3Hb ITOYEK
KOHCTAaTUpoBaHO y 22 (92%), u3 Hux B 1-if TpymIie mpo-
rpeccupoBaHie B XpOHWYECKyI0 Oose3Hb mouek Cl—4
ycTaHOBJIeHO B Bo3pacte 3,2+0,4 rona, Bo 2-ii Tpyrime —
B XpOHMYECKYI0 00j1e3Hb mouek C1—5 — B 7,84+4,2 rona.
IMompocTtok 17 neT sBAsIETCS PELUTTMEHTOM TPYITHOMI
MOYKM B Te4eHHUe 7 JIeT, HAa MOMEHT KaTaMHe3a TMarHo-
CTUPOBAHBl MWCOHYHKIUSA TIOUYEYHOTO TpaHCIUTaHTAaTa,
oone3np Kapomum m pubpo3 meyeHU, OCIOXKHUBIINECS
XOJIAHTUTOM U CUHAPOMOM MOPTATBHOM TUTIEPTEH3NUM.

OO0cyxaeHue

Mpbl npeAacTaBWIM pe3yabTaThl KaTaMHECTUYECKOIO
ucclienoBaHusa y 27 AeTeil ¢ ayTOCOMHO-PEIeCCUBHOM
MOJINKMUCTO3HOM 00JIE3HBIO MTOYEK, KOTOPhIE JEMOHCTPU-
PYIOT OCOOEHHOCTH KHUCTO3a M (ubpo3a TedeHu, pas-
BUTUS CUHIpPOMA IMOPTAJbHON TMIIEPTEH3UU MPU 3TOM
3a00J1eBaHUM B IETCKOM Bo3pacTe. MI3BeCTHO, UTO pa3Bu-
THE TIJIOA B YCJIIOBUSIX pEHATILHOTIO MaJOBOAMS 1 (DOPMMU-
poBanue IlorTep-eHOTUIA CIYKUT KPUTEPUEM TSXKE-
CTHU ayTOCOMHO-PELIECCUBHON MOJTUKUCTO3HOW OOJIe3HU
MOYeK, ONPEAESIONIMM ITPOTHO3 BBIKMBAEMOCTU TOCIIE
poxnenus [3, 17—20]. YcraHoBneHa npsmast Koppess-
LM MEXIY 4YacTOTOI pa3BUTUS IPEHATATIbLHOIO Majio-
BOJMSI U OCTPOTO MOBPEXKIECHUSI MOUEK MOCIIE POXKICHUS
y JeTeii ¢ ayTOCOMHO-PELIECCUMBHON MMOJMKMUCTO3HOM
0oyIe3HBIO MOYeK. B HalleMm McciaenoBaHUM JieTaJIbHbBIC
HUCXOIBI MPU ayTOCOMHO-PELECCUBHON TMOJIMKHUCTO3HOM
60JIe3HU TTOYEK OTMEYEHBI B IPYIIIIE JETE C JOCTOBEPHO
GoJiee YacThIM ITpEeHATAIbHBIM BBISIBJIEHEM MaJIOBOIMSI,
HedpoMeraanu, MoYeYHbIX KUCT, OCTPOTO IMOBPEXKICHUST
MOYeK, TMITOIUIA31M JIETKMX U IbIXaTeJIbHON HEI0CTaTOU-
HOCTH T10CJI€ POXKIEHUS, YeM B CpPaBHUBAEMOI TPYIIIIE.

V jereil, NEpeXUBIIMX HEOHATAJIbHBINA TEPUO,
TSDKECTh M IIPOTHO3 ayTOCOMHO-PELIECCUBHOM TMOJTUKU-
CTO3HOI 6OJIE3HU TTOYEK OTPENLNISIIOT KUCTO3 U (prudpo3
TMeYeHM, CUHAPOM ITOPTaJbHOU rumepTeH3uu [2, 3, 8,
15, 19, 20]. V nmereit ¢ ayTOCOMHO-PELIECCUBHOI ITTOJIN-
KHUCTO3HOI 0oJie3HbI0 Mouek B 81% caydyaeB ycra-
HOBJIEHO pACIIMPEHUE BHYTPUICYEHOUHBIX JKEITUYHBIX
npotokoB, B 37% — ¢pubpo3 neyenn. CUHAPOM ITOp-
TaJbHOM TUIIEpTEeH3UN auarHoctupoBaH B 60% y mereit
C ayTOCOMHO-PELIECCUBHON TOJMKUCTO3HON 0OO0JIe3HBIO
MOYeK, YTO COTJIacyeTcs C pe3yabTaTaMu MeXIyHapo.-
HOTO PETuCTpa ayTOCOMHO-PEIIECCUBHOM TOIMKNCTO3-
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Hoit 6one3Hu nouek (AregPKD) [21]. [To Hammm naH-
HBIM, Ha MOMEHT KaTaMHe3a OTMeYeHa CTaTUCTUYECKU
3HAYMMas pa3HUIIa MO YacTOTe PACHIMPEHUS XKETIHBIX
MPOTOKOB y JeTell C ayTOCOMHO-PELIECCUBHOMN TTOJMKU-
CTO3HOI 0O0JIE3HBIO TIOYEeK B CPaBHUBAEMBIX TPYIIIax,
He BBISIBJICHO pa3JIMuMii Mo yactote (prudpo3a v MOJTUKU-
cro3a meyeHW. MexXayHapomaHble SKCIEPThl MPU TOI0-
3peHUM Ha pa3BUTHE CHHApPOMA IOPTAIbHOW THUIEp-
TEH3UM W/WIA HATMYUU aHOMAJIUI KEeTIYHBIX TTPOTOKOB
y IeTelt 1 TTOAPOCTKOB C ayTOCOMHO-PEIECCUBHOM TTOJIM -
KHUCTO3HOM OO0JIE3HBIO TTOYEK PEKOMEHAYIOT MPOBOIUTH
WX JajbHeilee JieueHWe ¢ TPUMEHEHWEeM CTaHIapT-
HbIX nogxonoB [3]. B ximuuke Cankrt-IleTepOyprckoro
rOCy/IapCTBEHHOTO  MEeIMaTPUYECKOTO MEIMIIMHCKOTO
VHUBEPCUTETA AETSIM C CUHAPOMOM TOPTaJIbHOMN TUTIEep-
TEH3UW TIpU ayTOCOMHO-PEILECCUBHON TOJIMKHUCTO3HOM
60JIE3HU TTOYEK MMPOBOIUTCS PETYISIPHBIN SHIOCKOITYE-
CKMIT KOHTPOJIb (330(haroracTpoayoieHOCKOTIS He PexKe
1 pa3a B 6—24 Mec) ¢ MpUMeHEHNEM XUPYPTUUECKO TaK-
TUKHU TIPU HAJTMYKMU TIOKa3aHuii. B HaleM nccieqoBaHum
y 53% neteit ¢ CMHOAPOMOM TOPTAJbHON THIEPTEH3UM
MpY BBHISIBIECHUW BapuKo3a BeH THINEBOAA U KeJTyaKa
2—3-ii CTeneHU TIpU ayTOCOMHO-PEIIECCUBHOM TTOTUKHU-
CTO3HOI O0O0JIE3HU TI0YEK SHIOCKOIMYECKHU TPOBEIEHO
JUTUpoBaHue cocynoB (u3 HuX y 50% nerteii TOBTOPHO
B IMHAMMKE), YTO OOeCIeymIo HU3Kylo yactoty (13%)
TTUIIEBOIHO-KETYTOUHBIX KPOBOTEUECHUIA.

CUHIPOM TOPTaTbHON TUTIEPTEH3UH Y JIeTei ¢ ayTo-
COMHO-PEIIeCCUBHOM MOJUKUCTO3HOM 00JIe3HBIO
MOYeK — CJIEICTBUE BHYTPUIIEYEHOUYHOTO OJIOKA BOPOT-
HOTO KPOBOTOKA, XapaKTepU3yeTcsl TeraTrocruieHoMera-
nmeit [7-9, 14, 15]. TlepBbIM MpOSIBIEHUEM ayTOCOMHO-
pelIeCCUBHOM MOJUKUCTO3HOM OOJIE3HU TTOYEK B TPYIINe
JeTeil, UMEIOIIMX CUHIPOM TOPTaTbHON TMIEPTEH3UH,
OBbUIM yallle reraToMerajus v 3arop, B OTJIUYME OT JeTei
0e3 cuHApoMa TOpTajdbHOW TUTepTeH3uu. [unepcruie-
HU3M W TAHIUTOMEHUS CIYyXaT YaCThIMU TPOSIBIICHU-
MU CUHIpPOMa TOpTajdbHOU TunepteH3un. [lo pe3yib-
TaTaM Halllero MCCJIEeNOBaHUS HE TOJIyUeHO pa3inyuii
MPU CpaBHEHUU CpeaHel abCOJIFOTHOIO Yucia TPoMOO-
LIUTOB B KPOBU Y IETEH C CUHAPOMOM MOPTAJbHOM TUIep-
TeH3un U 6e3 Hero. OgHAKO TPOMOOIIMTOIIEHUS BbISIB-
JIEHa TOJIbKO B TPYMIIe IeTel U TTOAPOCTKOB C CUHIAPOMOM
MOpPTaJbHON TUMEPTEH3UU TIPU ayTOCOMHO-PEIIeCCUB-
HO# TIOJIMKMCTO3HOU OOJIE3HU TTOYEK, YTO TOCTOBEPHO
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