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BBEJAEHUE

AKTYaJIbHOCTH HCCJIEIOBAHUS

Heundexuuonnsie 3a001eBaHUS HAHOCAT CYLIECTBEHHBIA Bpel 310POBBIO
nereit u  nomapoctkoB [61]. Ilo mamweim BO3, 2018, kaxpaesli roa oOT
HEeMH(PEKIMOHHBIX 3a00/eBaHUl ymupaeT 41 MUIIMOH YENIOBEK, YTO COCTABIISET
71% Bcex ciiy4aeB cMEPTH B MHUpE, Ipu 3ToM 1,2 MIIH. Jroner B Bo3pacte Ao 20
aer (13% ot oOmei cmeprHoctn) [62]. InmobGampHas mpoOnemMa TaHHBIX
3a00NeBaHNI CBsI3aHa ¢ HEOOXOJUMOCTBIO MPOBEICHUS JICUCHUS U TPODUIAKTHKU
B TEUECHHME BCEH >XKU3HU marreHTa. boje3Hu movyexk MOXKHO OTHECTH K Ipolieme
HEMH()EKIMOHHBIX 3a00JI€BaHUN.

B mnacrosiiee Bpemsi HaOMIONaeTCs YBEJIMYECHHUE KOJTUYECTBA OOJIBHBIX C
XPOHUYECKOUN 00JIE3HBIO MOYEK (XBID), XPOHUYECKOUN MOYECYHOU
HenocrarouHocThio (XITH), kak B3pocibix, Tak u getew [54, 72, 14, 69, 79, 26, 98,
197, 185, 147, 110, 206, 128, 223, 109].

Xponuueckas moueynasi HepoctatouHocTh (XBII 3-5 c¢t.) ocTaercst Bemyei
NPUYMHON U1 TiepeBojia pedeHka ¢ 3a00JeBaHMEM MOYEIOJIOBOM CHUCTEMBI B
CTaTyC MHBaJIMAA. JTO MPEBPAIIACT U3HAYAIBHO YUCTO MEAUIIMHCKYIO MaTOJIOTHUI0
B CIIOKHYIO MEIUKO-COLIMaIbHYIO0 Ipobnemy [28, 2, 44, 53, 140, 171, 200].

Benymeit npuunnoit paszButusi tepmuHansHoi XIIH (TXIIH) y nereid
SABJISIIOTCSL  BPOXKJICHHBIE  AQHOMAJIMM TMOYEK M MOYEBBIBOASIIMX  MYTEH,
MPEUMYILECTBEHHO TUIIO- U AUCIUIa3uH, peduirokc-Hedponarnu, 0OCTPYKTUBHbBIE
ypomaruu u 1p. [88, 89, 84, 145, 149, 117, 160].

C 2005 roma BcemupHas opranusauus 3apaBooxpaHeHus npusHaina XbII
ro0ansHbIM  mipuoputeToM [62, 10]. Ilo mamapiM dTOM opranuzaruu, XbII
ctpagatrot 5,0-11,0% nacenenus, mpupoct B roa cocrtarisier 6,0%. DKcnepTsl
K/DOQI cuwnrator, uto XBII mnpuobperaer craryc >NHAEMHOJIOTHYECKON U
COIMAJIBHO 3HAYMMOM MEXKTUCITUTIITMHAPHON TTpo0iemsl [ 165].

B Camapckoii 001acTi Ha MPOTSHKEHUU Psifa JIET TPOBOAUTCS MOHUTOPUHT
MPUYMAH PA3BUTHUS MTOYEUYHOW HEIOCTATOYHOCTH Yy JAETEU, KOTOPBIM MOATBEPKAAET

obmepoccuiickue TeHaeHnuu. [lo mamapiM [ A. MaxkoBenkoir ¢ coast., 2019,
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OCHOBHOM IIPUYMHOM WHBAJMAM3ALMU ACTEH C NATOJOTHEW II0YEK OCTAOTCS
BpoxkaeHHble (CAKUT - cunznpom) u HacnencTBeHHble 3a0oneBanus [54, 88, 38].
Hepenko cpa3zy nociie poxaeHuss peOCHOK CTAaHOBUTCS XPOHUYECKUM OOJIbHBIM
pu OOCTPYKTHUBHBIX YpOIATHAX, BO3MOXKHO POXKJICHHE TAaKOTO pPEOCHKa yXe B
cocrosinnu TXITH. ITo ganusiMm I.A. MakoBenkoii ¢ coasnt., 2018, O.B. bopucoBoii,
c coasr., 2011, B Camapckom peruone Oonee ueM B 12% cnyuae XIIH
pa3BUBAETCA y JeTed C XPOHUYCCKUM TYOyJOMHTEPCTUIIMAIBLHBIM HEGPUTOM
BCIIEICTBHE TEPEHECEHHOTO TIE€MOJUTUKO-YPEMHUUYECKOTO CHHAPOMA, OCTPOTO
MOBpEXAeHUA nouek [53, 7].

MupoBoil TeHAEHUHEN sBAsSeTCS onTtuMmusanusa auarHoctuku XbII u
npoduiiakTrka ee nporpeccupoBanus [167]. D10 oHA U3 IEHTPAIBHBIX MPOOIEM
Hedponorun. Hamo yduThiBaTh HEOIArONPUATHOE BIUSHUE HA TEUECHHUE MHOTHMX
3a00JIeBaHUI pa3BUTHUSI BTOPUYHBIX Hedponaruii [32].

B cBa3u ¢ ycnexamMu B pa3BUTHHM 3aMECTUTEIBHOM IOYEYHOU Teparuu
NOSIBUJIMCh U HOBBIE HAIlpaBJIE€HUs B HcclieqoBarenbckoil padore. et ¢ XIIH ne
YMUPAIOT, KaK B MPOILIbIE TOJbI, MPOAOKAIOT XKUTh, HAXOASACh HAa AUATU3HOU
Tepanuu, TeM OoJiee mocie nepecanku nouek [85, 188, 2016, 130]. C.B. Totbe,
2018 ycraHOBIE€HO, YTO S5 JET JXU3HU pPEeOEHKA C TMEePECaKECHHBIM OPTaHOM
JICIIIEBIIE, YEM COZIEp)KaHKE MallMeHTa Ha TeMOIMaJIN3€e TH ToAbl [16].

Ha tepputopun Camapckoit obiactu ¢ 2005 rojga B NpakTUKY JISUYEHUS JeTen
BHEJpEH Kak nepuToHeanbHbld nuanu3 (I1[1), Tak u mocTossHHBIA amMOyIaToOpHBINA
neputoHeanbubli  guanu3  (ITAIIl). C »2Toro e BpeMEHM MPOBOAUTCS
TpaHcIuianTaus rnouek (r. Mocksa, Camapa) [49].

Ha ITAIIJI yame, yem B3pocible MamueHTsl HaxonasTesa aetn ¢ XITH. quanus
paccMarpuBaeTCs Kak dTal MOArOTOBKM K TpaHCIUIaHTAalUM Touek. Benenue nerei
Ha JHAIU3HOW Tepamuu OCOOCHHO aMOY/IaTOpHO, MPEACTABISIET HEMPOCTYIO
MEIUITMHCKYIO TIpoOsieMy. BO3MOXHBI OCHOXKHEHUS HE TOJBKO CO CTOPOHBI
BHYTPEHHHMX OpPraHOB, HAaNpPUMEpP CEPACUYHO-COCYIUCTON CHUCTEMbl, CHCTEMBbI

KpOBHU, HO MW PA3BHUTHUC IICPUTOHUTOB U JAPYIUX IMATOJOTMICCKHUX COCTOHHHﬁ,



CBSI3aHHBIX HENOCPEICTBEHHO C npoueaypord guammsa. CymecTByloT u

JOITIOJHHUTCIIBbHBIC CI)aKTOpBI PHUCKa, BJIUAIOIINC HAa BEBIDKUBACMOCTDb I[CT@I\/'I.

Crenenb pa3paloTaHHOCTH TeMbl HCCJIEI0BAHUSA

B Hactosimiee BpeMs cCTalo SCHBIM, 4YTO TMPOTHO3 CTaHOBHUTCS Oolee
OnmaronmpusTHbIM, YE€M paHbllle HauMHAETCs MNPOPWIAKTUKA U JICUYCHUE
nporpeccupoBanus XbIl Ha panHux cragusx ee ¢opmupoBanus [23, 14, 69, 3,
144, 207, 120]. Bo3MOXHO, HYXHBI HOBBI€ JHCHAHCEPHBIE TPYIIBI CO
CHeUaIbHBIMU MOTPEOHOCTAMHU C BBICOKUM pUCKOoM (GopmupoBanus XbII.

Ha coBpeMeHHOM OJrare, y4WThIBash HEYIOBIECTBOPEHHOCTb pE3YyIbTATAMHU
neuenus juanu3zom TXIIH, Bce Oonbiiee BHUMaHUE CTald  YAENATH
HEe(PpONPOTEKTUBHON CTpPATErnH, CHUKEHUIO TeMIOB mIporpeccupoBanus XbII y
nererr [81, 64, 53, 231, 135, 155]. HeoOxomumo nanpHE#Iee H3ydeHUE
MEXaHU3MOB Pa3BUTUS U BO3MOKHOCTH KOPPEKLMH CHHJIPOMOB M OCJIOXHEHUH,
BO3HHUKAIOUIMX Y JE€Te Ha AWAIM3HOW Tepanuu. bonblioil mpobieMoil paHHen
nuarHoctuku XbII Bo BceM Mupe u B Halieit ctpane ocraercs HedhHEKTUBHOCTh
€€ BBIABJICHUS Bpauamu MEPBUYHOTO 3BeHa [59, 157, 124]. B To ke BpeMsl MOKHO
OTMETUTh, YTO B TEAUATPUU OSTOT BOMPOC paszpadarbiBaeTcs JIydile, TaK Kak
CYILIECTBYET MpEHATAIbHAsl JUAarHOCTUKA U PAaHHUN HEOHATaJbHbI CKPUHUHL IJIS
ceoeBpeMeHHOro BbisiBieHUs CAKUT-cungpoma [88, 111, 159, 132]. 3910
MO3BOJISIET PaHO IMPOBECTH YPOJOTHYECKYIO OIEpalHio MpU HEOOXOAMMOCTU HU
CBOEBPEMEHHO HaYaTh HEPPOMPOTEKTUBHYIO TEPAIHIO.

HedponporektuBHass cTparerus — O3TO HE TOJbKO JieueOHbIe U
npoHIIaKTHYECKUEe MEphl, HO W KOMIUICKC JHAarHOCTHYECKUX MEPOTPUITHH,
HalpaBJIeHHbIX Ha paHHee BbisiBieHWe XbII [6, 87, 9, 134]. 3amenneHue
nporpeccupoBanusi 3a0ojieBaHUs, MpoiJyieHue Oojiee paHHUX CTaAWi pa3BUTHUS
XBIT 6yayT crmocobCcTBOBATh CHUYKEHUIO MHBAJIMIU3AINHI U CMEPTHOCTH JICTEH.

MBI ucXoAuM TaKXe W3 TOT0, YTO MPU PEIICHHWH KOHKPETHBIX HAy4yHO-
INPaKTUYECKUX 3aa4 B IEIUaTPUM HYXEH KOMIUIEKCHBIX IIOAXOJ, TaK Kak

MCIUIIMHCKHE HpO6J'ICMI>I 0O0JILHOTO pe6eHKa IepeceKaroTca C MCIUKO-
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COMMAIIbHBIMU ~ TIpoOiemMamMu  ero  ceMbn. HeoOxogmmo — manmbHewIee
COBEPIICHCTBOBAHUE MOAXOAOB K IpeaoTBpameHuto pa3sutus XbIl, n3ydenuto
MexaHu3MOB nporpeccupoBanus B TXIIH 1 BO3MOXXHOCTH KOPPEKIIMHA CUHIPOMOB
Y OCJIO)KHEHMM, BO3HHUKAIOIINX Y JAETEN HA AUATU3HOU TEPAIINH.

C YYCTOM BBINICU3IOKCHHOI'O, Mbl U IIPCAIIPUHAIIN HACTOAIICC HCCIICAOBAHUC.

Henr wuccaenoBaHus: pa3zpabOTKa KOMIUIEKCA JIHATHOCTUYECKHX U
MPOTHOCTUYECKUX  MEPONPUATUN ISl  NPO(UIAKTUKH  MPOTPECCUPOBAHUS
XpOHUYECKOW O00Je3HM Toyek 3—5 CT. y JeTed Ha 3Tamax KOHCEPBAaTUBHOM U

3aMECTUTEJIbHOM MOYEUHOU Tepanuu (I1ain3, TpaHCIUIaHTallUsI TTOYEK ).

3aga4yu McciIe0BaAHUSA:

1. Ha ocHOBe peTpOCHEKTHBHOTO aHAW3a HW3yYWUTh MPUYUHBI U OCOOCHHOCTH
MaHudecTanuu  3a00JeBaHUsS |y JE€TeM ¢  XPOHUYECKOW  TOYEHHOMH
HEJI0OCTAaTOYHOCThIO (3—5 cTraausiMu XpoHWUYECKoM Oosie3nu mouek) 3a 10-
netHuit nepuon (2009 — 2018 rr.).

2. Pazpabortarb W BHEIPUTh B KIMHUYECKYIO NPAKTUKY MPUHIIMIBI PaHHEH
JTUATHOCTHKU TIPOTPECCHPYIONIETO TEUCHUS OO0JIE3HW C HCIONIh30BAaHUEM
CUCTEMBI IPOTHO3UPOBAHUS.

3. IlpoBectn KOMITJIEKCHBIT MOHHUTOPHUHT KITMHUKO-JTA00paTOPHBIX,
UMMYHOJIOTHYECKUX MPOSIBICHHH U TICUXOJIOTMYECKOTO TECTUPOBAHUS JETCH C
XPOHUYECKON OOJIE3HBIO MOYEK, HaYMHAs ¢ 3 cTaauu (dTam KOHCEPBATHBHOTO
JICUCHUS) W TIPOBEACHUS 3aMCECTUTEIBHOW IMOYCYHOW TEpaliy MPU HUCXOJEC B
TePMUHATHHYIO TTOYEUHYIO HEJOCTATOYHOCTb.

4. Onenuth 3G(EKTUBHOCTH TMOCTOSHHOTO aMOYJIaTOPHOTO TMEPUTOHEATHHOTO
IUaan3a Kak OCHOBHOTO METOJla 3aMECTHUTEIBHON IMOYCYHOM TEepamuy IpH
MOJITOTOBKE K TPAHCIUIAHTAIINH MOYKHU C TIO3UIIUN JOKA3aTEIbHOW MEUITUHBI.

5. OO0o0HUTH ONBIT HAOMIOAEHUSI JeTeld C TPAHCIUIAHTUPOBAHHOM TIOYKOW B

YCIOBUAX CIICHUAIIM3UPOBAHHOTO LICHTPA.



6. Ha ocHoBe MHOro()akTOpHBIX MOJETECH pPEaTbHOTrO0 TEYEHHUS XPOHHUYECKOM
O0JI€3HH MOYEK C MPOTrPECCUPOBAHUEM OLIEHUTh ONTUMAJbHbIE MOAXOIBI K
KOPPEKILIMY JICYEHUSI Ha dTalax KOHCEPBAaTUBHOM M 3aMECTUTEIILHON ITOYEYHON
Tepanuud.  Pa3paborare  aJrOpUTM  WHAUBUAYAIbHOH  MPOQPHUIAKTUKU

IPOrpPEeCCUPOBaHUS 3a00JICBAHNUS.

Hayynasi HOBU3HA HCCJIeI0BAHUSA

BrepBble mpoBeleHa peruoHajgbHash OICHKA NPUYMHHBIX (AKTOpOB U
(aKkTOpOB pUCKa pa3BUTHUA, a TAKKE OCOOEHHOCTEH MaHU(]ecTauu XpOHUYECKOU
IIOYEYHON HEIOCTATOYHOCTH y JETE€W B CPABHEHHHM CO CPEOHEPOCCUUCKUMH U
3apyO€KHBIMH JTaHHBIMU; OIPEIEJICHbl PETUOHANIbHBIE TPYIIIBI BBICOKOTO PUCKA T10
(GOpPMHUPOBAHUIO XPOHMYECKOM OOJIE3HUM IOYEK MW PA3BUTHI0 TEPMUHAIBHOU
II0YE€YHON HEAOCTATOYHOCTH.

[TpuoputreTHO H3y4eHbl Ha OCHOBE KOMIUIEKCHOM OLIEHKH OCOOEHHOCTH
teuenus XIIH 'y gpereit  (aHaMHecTHyeckue, KJIMHUKO-IAOOpaToOpHBIE,
UMMYHOJIOTHUECKHE MCCIIE0BAaHUs, ICUXOJOTUYECKOE TECTUPOBAaHUE), B TOM
YUCJE JIUTENIbHO HAXOIAIIMXCS HAa MOCTOSIHHOM aMOYJIaTOPHOM MEPUTOHEATLHOM
JManan3e, KaKk Ha 3Tane NOArOTOBKM K TPAHCIUIAHTALMM IOYKH, TaK U IOCIE €€
IIPOBEACHUS.

BrnepBble pa3paboTan cnoco0 JUArHOCTUKHU MOPaKEHUs OTAeN1a He)poHa Npu
3a0oneBanusx moyek y gnered (mareHt PD nHa wuzobperenme Ne 2519648 or
16.04.2014 r).

[IpennosxkeHbl MPOTHOCTUYECKHE MHOTO(AKTOPHBIE MOJIEIIU, IOCTPOEHHBIE Ha
OCHOBE aHaJIM3a peajJbHOro TeUCHUS] XPOHUYECKON 00JIe3HN oveK ¢ 3—5 cTagusiMu
pa3BUTHSL.

JInst pelieHust CTpaTerMuyecKux 3ajad M0 CHUKEHHUIO PacXO/IOB HA JICUCHHE
nereit ¢ TXIIH BHeApeH perMoHaNbHBIA PETUCTP MAMEHTOB, cTpanaromux XbII,
HauuHas ¢ 3 craguu (KOHCEepBaTUBHBIN 3Tam) U TepMuHanbHoil XITH (nuanu3Heii

JTal).



Pa3zpaboTran anroput™M WHAMBUAYAJIbHON MPOQPHIAKTUKH MPOTPECCUPOBAHUS
XpOHUYECKON OOJe3HM TMOYeK B TPYIIax BBICOKOTO pPHCKa MO Pa3BUTHIO

TepMHHaHLHOﬁ MOYCYHOMN HCAOCTAaTOYHOCTH.

Teopernyeckas 1 NPaAKTHYECKAS 3HAYUMOCTH PadoThI

Pa3paboTaHHble Ha OCHOBE HW3y4YE€HHUS AHAMHECTUYECKUX U  KIMHUKO-
METa0OMMUECKNX ToKa3areneil (akTophl OTPHUIATEIHLHOTO TIPOTHO3a IO3BOJISAT
BBIJICIUTh TPYNIBl JIeTed BBICOKOTO pucka 1o QopmupoBanuro XbII wu
nporpeccupoBanuio B XIIH u npuMeHSITs MHAWBHAYAJTbHBIA MOAXOA K JTAHHBIM
nanydeHTaM. BbIJieJIeHHbIE  KJIMHUKO-META0OJIMUYECKUE W TICUXOJOTUYECKHUE
(bakTopbl, COMPOBOXKIAIOIIME PA3BUTHE M MPOTPECCHUPOBAHUE XPOHUYECKOM
MOYEYHON HEIOCTAaTOYHOCTU CIOCOOCTBYIOT CBOCBPEMEHHOM Tepamuu OCHOBHOTO
3a00JIEBaHMS U €TO OCJIOKHEHUH.

BrisiBiennble  ocoOeHHOCTH HaOmroneHuss 3a JetbMu ¢ TXIIH mpu
MPOBEACHUN MOCTOSHHOTO aMOYJIaTOPHOTO MEPUTOHEATBbHOIO HUalin3a Kak Ha
sTane ypoHe(POJOTUYECKOTO IEHTPA, TaK M B YCIOBUSAX MOJUKIWHUKH MOTYT
OBITH MCIOJIb30BAaHbI  MEAUaTpaMU TMEPBUYHOTO 3BEHA  3/IPABOOXPAHCHUS,
HedpoaoramMu npu HAOTIOACHNUN JAHHBIX TAIlMeHTOB.

[IpencraBnenHble 0COOCHHOCTH HAOMIOACHHS 3a JEThbMHU C TEPECaKCHHOU
MOYKOM CIOCOOCTBYIOT TOBBIIIEHUIO BBDKMBaeMOCTH TanueHToB ¢ XIIH wu
ONTUMAJIBHOMY YPOBHIO COCTOSIHHS 3/I0POBbSI K MOMEHTY TPAHCIUIAHTALIUU MTOYEK.

MOHUTOPHUHI MAIMEHTOB, BXOJAIINX B COCTaB PETUCTPOB, MO3BOJIAECT OLIEHUTh
JUHAMUKY 3a0oneBaHuss U 3(P(EKTUBHOCTh PEHONMPOTEKTUBHOM CTpaTeruu,
VIYYIIUTh PE3YJIbTATHI JICUEHUS.

[IpodunakTuyeckue MEpONpUsITHS B TPyIIe JeTeid BBICOKOTO pHCKa
¢dopmupoBanusi XbII cnocoOCTBYIOT yMEHBLICHUIO YHCIIA CIy4yaeB C MCXOAOM B

TEPMUHAJIBHYIO [TOYEYHYIO HETOCTAaTOYHOCTh U CHUKEHHUIO JIeTabHOCTH OT TXITH.



MeTox0/10TMsl 1 METOABI UCCJICAOBAHUS

JlucceprallmOHHOE ~ MCCIIEIOBAHUE  BBIIIOJIHEHO B COOTBETCTBHUM  C
OPUHIIMIIAMHU JIOKa3aTeabHOM MenuiuHbl. B paboTe mpuMeHEHblI KOMIUIEKCHBIC
KIIMHAKO-aHAMHECTUIECKHE, JTA00paTOPpHO-(PYHKITMOHAITBHBIC, IMMYHOJIOTHYECKUE
METONIbI, IICUXOJOTHYECKOE TECTUpPOBaHUE JeTel. lIcmoyib30BaHbl aJcKBaTHbBIC
METOIMKHU CTATUCTUYECKOTO aHaJIu3a U MaTeMaTu4eCKOTO MOJIETMPOBAHUS.

B unccnenoBaHMM PETPOCIEKTUBHO HM3y4yeHbl 112 nereid, mpoaHaau3HpoOBaH
aHaiu3 peruoHanbHOM CTPYKTypbl XBII 3a nmepuon ¢ 2009 no 2018 rr., oneHeHBI
OTJaJICHHbIE UCXOAbl 3abojeBanus y gerei, mnepenecmmx ['YC, OIIIL
[IpocniekTuBHO aBTOpOM OOCienoBaHbl U nposiedeHbl 102 pebenka: 72 manueHTta ¢
XITH (XBII 3-5 cT.), pazaeneHHbIe Ha TPYMIbI B 3aBUCUMOCTH OT METO/a Teparuu
— KkoHcepBaruBHOe JyeueHue, 3IIT — nuanu3 wnam nepecaaka MOYKU (OCHOBHAS
rpynna u rpynnbsl cpaBHeHus1); 30 nmereit ¢ XBII 1 cT. cocTaBUiu KOHTPOJIBHYIO
rpymiy.

HayuHoe wuccienqoBaHre€ OCHOBAaHO Ha  M3y4YeHMHM UM 00OOIICHUU
CYIIECTBYIOIIUX HAyYHBIX JAHHBIX IO BeAcHWIO mnauueHtoB ¢ XIIH ¢
HCMOJIb30BAHUEM KOHCEPBATMBHBIX METOJIOB JICYEHHS M  3aMECTUTEIbHOU
IIOYEUHOW Teparuu, a TAKXKe Nepecagku Nouku. Mcxons u3 mocTaBlieHHON LIEIH U
3a/1a4, aBTOPOM pa3paboTaH IUIaH BBIMIOJHEHUS KaXJJIOTO 3Tara HUCCIeNOBaHUSA
(pETPOCTIEKTUBHOTO U TMPOCIEKTUBHOIO); JaHa TMOAPOOHas XapaKTepUCTHKA
OOJIBHBIX, UCTIOJIE30BaHbI A((HEKTUBHBIE COBPEMEHHBIE METOIbI UCCIICIOBAHMUS.

Craructudeckass o0pabOTKa TIOJYYEHHBIX pE3YyJIbTaTOB IMPOBEACHA C

HCIIOJIb30BaHUEM CTaTUCTUUECKOTO makeTa Statistica 7,0 (StatSoft, CIIIA).

OCHOBHBIE 0JIOKEHH S, BBIHOCMMbIE HA 3aAIUTY
1. Begymumu  permoHanbHbiMH — npuuuHamMu  popmupoBanust  XBII ¢
nocneayronmM pazutuem TXIIH y nereit sBasiercs CAKUT-cunnpom u
HaCJIEJICTBEHHAs maroyiorus noudek. PazpaboTaHHble cOCOOBI TMATHOCTUKU U
MIPOTHO3WPOBAHKS MCXOAO0B 3a00JI€BaHMS MO3BOJISIOT PACIIMPUTH KOHTUHTEHT

nere, oOcieoBaHHBIX Ha paHHee BbisBiIeHHEe XbII, ocymiecTBIaTh MPOrHo3
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pocta ymcma  mamueHtoB ¢ XIIH,  cBoeBpeMEeHHO  mpPOBOAUTH
HE(POIPOTEKTUBHYIO CTPATETHUIO.

2. IlocTtosHHBIM aMOYIaTOpPHBIM TepuHATaNbHBIM nuanmu3 y jered ¢ TXIIH
apisgercss  BemymuMm  acnekrom  3IIT, oOecneunmBaer KU3HECHOCOOHOCTH
MalUEHTOB M JOCTATOYHYIO COXPAHHOCTh OCHOBHBIX IIE€JIEBBIX WHIUKATOPOB
XITH (aprepuanbHOrO JaBieHUs, TE€MOIVIOOMHA, anbOyMHHa, KpeaTWHHUHA
CBIBOPOTKH KPOBH), JUISl IOCJIEAYIOIIETO MPOBEACHUS IEPECATKN MTOYKH.

3. HaubGonee sdpdextuBubiM Metomom 3IIT sBisercs TpaHCIUIaHTAlMs TOYKH,
KOTOpasi JOJDKHA IPOBOAUTHCS CBOEBPEMEHHO MPU HAJIMYUUA BBICOKOM
NPUBEP)KEHHOCTU JICYCHHUIO NAlMEHTOB W uX poxaurteneid. [lpu panHHem
IIPOBEJICHUN NEPECATKN MOYKH y JI€TEd MEHEE BBIPAKEHBI IICHUXOJOTHYECKUE
HapyILICHUs, OTMEYAETCs JIydllasi COUaIn3arusl.

4. Pa3paboTaHHBIH CUCTEMHBIH MOAXOA K MNPO(PUIAKTUKE MPOTPECCUPOBAHUS
XIIH Ha ocHOBE KOMIUIEKCA KIMHUKO-Ia0OpaTOPHBIX, WMMYHOJIOTHYECKUX
METOJIOB, TICUXOJIOTHYECKOTO TECTUPOBAHUS U CO3[aHUS MAaTEMaTH4YEeCKHUX
IPOrHOCTUYECKUX MOJIEJIE MO3BOJSET MOBBICUTh A(P(PEKTUBHOCTh TEpanuu

narueHToB ¢ XbII 3—4 ct. u cHu3uTh neraaprHOCTh OT TXITH.

CreneHb 10CTOBEPHOCTH Pe3yJibTATOB MPOBEIEHHbIX UCCJIEI0BAHUM

JIoCTOBEPHOCTh HAYYHBIX MOJIOKEHUM W BHIBOJAOB OCHOBaHA HA JIOCTAaTOYHOM
KOJIMYECTBE OOCJICIOBAaHHBIX TAIMEHTOB, HWCIOJb30BAaHUM COBPEMEHHBIX U
aJICKBaTHBIX METOJIOB HCCJICIOBAHUS, KOPPEKTHOM CTaTUCTUUYECKOW 0O0paboTKOM

MOJIYUYCHHBIX JTaHHBIX B COOTBCTCTBHUH C KPUTCPUAMU HOK&S&TGJ’IBHOﬁ MCOUILINHEIL.

Anpobanusi pe3yJibTaToB UCCIECI0BAHNS
OCHOBHBIE TOJIOKEHUSI HAaydyHOro uccienoBanus oOcyxaensl Ha VII m IX
Poccuiickoil koHepeHnn ¢ MexayHapoaHbIM yyactueM «llemuatpust u aerckas
xupyprus B llpuBomkckom ¢enepansaom oxpyre» (. Kazanmp, 2010, 2012);
HAYYHO-TIPAKTUYECKON KOH(EPEHINH, TMOCBSAIICHHON 95-JeTHIO MenuaTpuiecKon
cyx0nI (1. Camapa, 2011); X Poccuiickom KoHrpecce 1mo aerckoi Hedponoruu (T.

PoctoB-Ha-/lony, 2012); Hay4HO-IpaKTHYECKOW KOH(EPEHIUH, TOCBALICHHON
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OTKpBITHIO TiepuHaTaibHOoro 1ieHtpa (r. Camapa, 2016); Bcepoccuiickux
KOH(pEPEHIMAX C MEXKIyHApOJAHBIM Yy4YacTHEeM «ACMHpaHTCKHEe dYTeHUs» (T.
Camapa, 2017, 2018 1.), Ha KOH(PEepeHUIUIX, TOCBALIEHHBIX MEKIyHApOAHOMY JHIO
nouku (r. Camapa, 2017, 2018), VI MexpernonaibHOM Hay4yHO-00pa30BaTeIbHOM
bopyme «Jlerckuit Bpau» (2019 1.).

OCHOBHBIE TOJOKEHHS JOHUCCEpTallMd OOCYXKIIEHbl Ha MeXkadeapaaTbHOM
3aceaHuu Kadenp AeTCKUX MHPEKIUH, TOCIUTAIBHOMN MeuaTpuu, pakyibTeTCKON
neauarpuun, neauarpuu UI1O, ngerckux Oone3Hel, akyliepcTBa U TMHEKOJIOTHUU

Ne 1, 2, UTT1O ®I'bOY BO CamI MY Munszapasa Poccun 9 uronst 2020 r.

BHenpenne pe3yabTaToB HCCIeJ0BAHUS
PesynbraTsl IpOBEEHHOTO MCCIEA0BAHUS UCIIONB3YIOTCS B JeueOHOoM paboTe
otnenenus nercko Hegponorun I'bY3 CO «Camapckasi obacTHasi KJIMHAYECKAs
oonpauna M. B.JI. CepenaBuna», Camapckoro ypoHehpOoJOTHYECKOTO IIEHTpA.
TeopeTndeckue MojaoxkeHUs, CHOPMYITUPOBAHHBIE B IUCCEPTALUU, UCTIOIB3YIOTCS
B yueOHOM 1mporecce Ha Kadeapax JIeTCKUX HMHPEKIUH U TOCHUTAIbHOU

neauarpun @PI'BOY BO CamI' MY Munszapasa Poccun.

JIMYHbIN BKJIAJ aBTOpPA

JluccepTalluOHHOE  HCCJEIOBAaHME BBIMOJIHEHO Ha Kadenpe JeTCKUX
unpexunit ®PI'OY BO CamI'MVY Munznpasa Poccun. ABTOp HENOCPEICTBEHHO
IPOBOAWI aHAJIW3 COBPEMEHHBIX JIMTEPATYpPHBIX JAHHBIX; PETPOCHEKTUBHOE
uzyuenne 112 nereit 3a 10-netnmit mepuon (2009-2018 rr.); mpoCHEeKTUBHOE
oOcnenoBanue u Jeuenue mnamueHtoB ¢ XIIH (72 pebenka). ABropom
pamxupoBanbl pakropsl pucka Gopmuposanust XbII u XITH; pazpaboran crocob
JMArHOCTUKY MOpa)KeHUs oTnena HedpoHa (ModyyeH naTeHT Ha n3ooperenue POD);
OpPOBEACH  MOHMTOPUHI  KJIIMHUKO-aHAMHECTUYECKUX,  J1a0OpaTOpHBIX U
UMMYHOJIOTUYECKUX JAHHBIX; ICUXOJOTUYECKOE TECTUPOBAHHUE MAETeH; OIeHKa
(YHKIIMOHAIBHOTO COCTOSIHUSI TOYEK; pa3paboTaHbl MHOTO(AKTOPHBIE MOJIEIH
peasibHOrO TeueHuss XbII; mpencraBneH WHAWBUAYaNbHBIA MOAXOA K BEACHUIO

narueHToB ¢ XbII, XITH.
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[Tonyuenusie pe3ynaprarhl 00CIENOBaHHUS MOAPOOHO MPOAHAIM3UPOBAHBI U
00paboTaHbl COBPEMEHHBIMU CTaTHUCTUYeCKUMU MeToaamu. CdopMynHpoBaHbI

000CHOBaHHEIC BBIBOBI, ITPCIJIOKCHBI IIPAKTUYCCKHUC PCKOMCHOAIINH.

CBs3b HCCIIEI0BAHNSA € TPOOJIEMHBIM IJIAHOM
Ka(eapsbl 1eTCKUX HHPEeKIril

Jlucceprarnmonnasi paboTa BBITOTHEHA B COOTBETCTBUH C KOMITJIEKCHOM TEMOM
kadenpel gerckux uHpeknuit  «BrnusHue WHQPEKIMOHHON MaTONOTHH  Ha
dbopmMupoBaHue 310poBbs AeTeil CamapcKkoro peruoHay (PerucTparioHHbIA HOMED
01200810000).

Juccepranms COOTBETCTBYeT mnacmopry crnenuajbHocTu 14.01.08 —
Iemmarpus (MegunuHckue Hayku), 1. 5 (KinuHMKa, AMArHOCTUKA W JIEYCHUE

HACJICJICTBEHHBIX U BPOXKJICHHBIX OoJie3Hel ), 1. 6 (BHyTpeHHue Oosie3Hu y aeTeit).

IHy0aukanum o reme auccepranumn
[Io Teme nauccepranuu omyOnMKoBaHO 17 meyaTHBIX pabOT, U3 HUX S
nyOIuKaIui B U3IaHUAX, BXOAAIMX B iepeueHh BAK P®, B ToM uncie 2 craTbu B
MEXIYHapOIHOM 0a3e HUTHUPOBAHUS ScOpUs, 2 TIaBbl B MOHOTpaUsX.

[Tonyden nmarent Ha uzobperenne RU 2519648 C2 ot 20.06.2014 1. «Crnocob

JTMArHOCTUKHU TIOPaKEHUs OT/ena HepoHa MpH 3a00JIEBaHUAX TTOYEK Y IETEH.

CrpykTypa n 00beM quccepTanuu
Huccepranusi COCTOMT W3 BBEACHUS, 0030pa JUTEpaTrypbl, IJIaBHI,
MOCBSIIIICHHON XapaKTEPUCTUKE OOJBHBIX W METOAaM HCCienoBaHus, 4 TJaB
COOCTBEHHBIX HAONIOCHUH, 3aKITIOYCHHS], BEIBOJIOB, MPAKTUUECKUX PEKOMEHIAITNI
Y cIucKa auteparypsl. Juccepramus uznoxeHna Ha 191 cTpanuile MalmmHOMIMCHOTO
TEKCTa, WUTIOCTpHpoBaHa 23 Tabmuiiamu, 26 pucyHkamu. bubnmorpadudeckuii
ykazarenb coaepkuT 231 wucrounnk, w3 Hux 102 oreuecTBeHHbIX U 129

3apyOeIKHBIX.
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I'maBa 1. OB30P JIMTEPATYPbI

CoBpeMeHHOe COCTOSIHUE MTPOOJIeMbl XPOHUYECKOM MOYeYHOI

HEJI0CTATOYHOCTH Y JIeTeil: pellieHHbIe U He PellleHHbIe BONPOCHI

B Hactosimiee BpeMs XpoHMYecKas moueuyHas HemoctatroyHocTh (XITH)
paccMaTpuBaeTCs B paMKaX OTHOCUTEIBHO HOBOM KaTErOPUM — XPOHUYECKOU
0one3nu mouek [81, 20, 163].

Xponuueckass Ooisie3Hb noyek (XbBII) — 3To HaaHO30J0THYECKOE TOHSTHE,
BKJIIOYAET MAIMEHTOB C MPU3HAKaMHU TMOBPEXKACHUS IMOYEK W/WIM CHH)KECHUEM
MOYECYHBIX (DYHKIUNA, OMpeAeasieMblX IO BEIUYMHE CKOPOCTHU KIyOOYKOBOM
bunpTpammu (CK®), koTopble COXpaHAIOTCS B T€UEHUE TpeX U Oojee MecsieB |3,
101]. Jmarmo3 XBII BeicTaBIseTCS TPU HAIAYHAK CICIYIONUX KPHUTEPHEB:
ONpeJieieHHe  JIOOBIX  KIMHUYECKUX  MapKEepOB  IMOBPEKIACHHUS  IOYEK,
MOATBEPAKACHHBIX ABAXIbl C HHTEPBAJIOM HE MEHEE 3 MECSIEB; BBISBICHUE
MapKkepoB HEOOpaTUMBIX CTPYKTYpPHBIX HM3MEHEHUW mnodek (HedpoOuoncus,
MeTobl BH3yanusanun); camkerne CK® menee 60 mn/mun/1,73 M* B TeueHne 3-x
u 6osee mecsues [3, 163, 156].

Cranuu 6one3nn kinaccuduiupyrot mno BenuunHe CK® (tabnuma 1).

Tabnuna 1
Cramnu XBIT (KDIGO, 2012)
Cragus Onucanne . /MCnIISIl):BM’
1 [Tpusnaku Hedpomaruu, HopMaabHas CKD >90
2 [Tpusnaku vHedponaruu, nerkoe camxenne CKO 60 — 89
3 YmepenHoe cHmxkeHue CKO 30-59
4 Tsoxenoe camxenue CKO 15-29
5 TXITH <15
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Mexny TeMm, 3HAaHHE O3TOJIOTMU IOYEYHOM HEAOCTATOYHOCTH I103BOJISET
pa3paboTarh ONTUMAJIbHYIO TAKTHKY JIEUEHHUS NJS TOCIEAYIOUUX JIET >KU3HU
pedenka. Emie B 2005 rogy BO3 npusnano XbII mo6ansaeiM mpuoputeToM [ 140,
10].

['pynna aMmepuKaHCKUX OKCIEPTOB, OOO3HAYEHHBIX KaK «HWHUIIMATHBA
kadecTBa ucxona auanuiza» (Dialysis Outcome Quality Juitiatine) nmpemyioxuia
HoBoe mnoHumanue XbII [92, 175]. TepMuH [OBOJBHO TPYIAHO BOLIEN B
neANaTpuio, Mo 3TOMY BOIPOCY ObLIM MPOBEIACHBI MHOTOYUCIEHHBIE TUCKYCCHUU.
Tepmun «XpoHudeckas 00J€3Hb MOYEK» ObLI 3aMMCTBOBAH W3 TEPaNeBTUUECKOU
He(dposiorun, u Bepsbie ynorpedneH B neauarpuu B 2003 roxy R.J. Hogg [156].

Xponnueckasi moueyHass HepocrarouHocth (XIIH) — HeoOparumas
NOCTENEHHAas] MOTEpPS OCHOBHBIX MOYEYHBIX (PYHKIUH BCJIEACTBUE pa3BUTHUS

CKJIEpO3a TKaHU MOYEK KaK MCXOJa pa3InyHbIX 3a0oeBanuii [165, 229].

1.1. XpoHuYecKasi MOYeYHAST HETOCTATOYHOCTh KaK CTAJAUsI Pa3BUTHS
XPOHUYECKOH O0O0/Je3HN TMOYEeK, PACHPOCTPAHEHHOCTh M JITHOJOTHYECKHE

(paxkTopsbI

Pa3Butre QyHIaMEHTATbHOM M KIMHUYECKOM HEPPOJIOTMU B MOCIEIHHUE
NECATUJIETUS, CTAHOBJIEHHE CIEUUATM3UPOBAHHON HEPPOIOTrHYECKON CIyKOBbI
CHOCOOCTBOBAJIM YIIYYIIEHUIO JUArHOCTHKH, ONTUMHU3ALMU JICYECHHUS] U MPOTHO3a
Hedposornueckux 60ombpHBIX [26, 50, 136, 174]. Oxrako, 3a00J1€BaeMOCTh OPTaHOB
MOYEIOJIOBOM CUCTEMBI, KaK y B3pPOCIIbIX, TAK U y J€TEl OCTAETCS HAa JOCTATOYHO
BbIcOKOM ypoBHe (11788,8 na 100 000 nacenenus Ha 01.01.2019 r.), 3anumas B
JCTCKOM MPaKTHKE JACBATOE MECTO B CTPYKTYype 3a0oiieBaeMocTH [24].

Pacrer uncio manueHTOB ¢ XpoHUUecKoi 60se3Hbt0 ouek (XbII), HaunHas ¢
nerckoro Bo3pacta [220, 176]. Pebenok MoxeT poauthes ¢ npusHakamu XbII, B
ToM uyuciae ¢ TXIIH, npu TspKenslX BpPOXKIACHHBIX MOPOKAxX Pa3BUTUS OpPraHOB
MoueBOM cuctembl, Tak Ha3zpiBaeMoM CAKUT-cungpome, HacienCcTBEHHON

naTtojoruu nmoyek [38, 215]. Habmomaercs poct TXITH [53, 26; 212, 125, 127].
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XpoHuueckasi modeuHasi HenoctaTouHocTh, win XbII 3-5 craaumit penko
opiBatoT oOpatumeimMu [143, 121, 144, 208, 112]. ¥V 70% nereti ¢ XBbII
pazBuBaetcsa XIIH k 20 romam [206]. ITo manaeim BO3 (B gokiaze o cuTyaluu B
oOnacTy HeMH(EKIMOHHBIX 3a00I€BaHNl B MUpPE), 00JI€3HU TTOUYEK OBLTH OTHECEHBI
K KaTeropuu BaXKHBIX HeMH(PEKUHOHHBIX 3a0oneBanuii [10]. [loguepkuBaeTcs, 4To
MPOSIBJIICHHE TMOYEYHOM HEJOCTATOYHOCTU — ATO JIUIIb «BEpXYIlKa aiicoepra»
xponndeckoro 3aboneBanus modyek. B CIIA netu cocraBmstor 2,0% ot obmiero
yrcia nanuentoB ¢ TXITH [225].

BaxHBIM 3TanoM B OKa3aHWM CICIHATN3UPOBAHHON TIOMOIIHM JICTSM SBHJIOCH
pa3BuThe 3amecTuTenbHOM mouyeyHoil Tepanuu (3IIT). D10 BUA MeAUITUHCKOM
MOMOIIIM, CMACArONIUil >KU3HU JEeTeH, BKIIOYAET — TeMOAHAIN3, IOCTOSHHBIN
aMOyJIaTOPHBIN TIEPUTOHCATBHBIN TUANW3 W TPaHCIUIAHTAIMIO Mmodku [229, 125,
160, 204, 194, 164].

CoracHo 3KCTIepTHBIM olleHKaM Oosiee SO0 MUJIITMOHOB Y€JIOBEK B MUPE, UITU
puMepHO Kakbii 10-i 4enoBeK MIaHEeThl, )KUBET C Pa3IMYHBIMU 3a00JICBAaHUSIMHU
nouek [10]. Xponudeckas nodyeunast HenoctatouHocTh (XITH) BozHukaet y 200—
500 yenoBek W3 KaxA0ro MWUTHOHA B3pocioro HaceneHus [189]. KommuecTBo
oonbubix XITH exerogno yeenuuuBaetcss Ha 10-12% [139]. Tak, momyssimmus
OOJBHBIX, TOJYYAIOIINX 3aMECTHTENIbHYI0 MOYEUYHYIO TEpanuio, yBEJIMUYUIACh C
500.000 B 1990 roay mo nmoutu 2 muwntronoB B 2010 [82].

B anmanutnyeckux o63opax Poccuiickoro /uamuszHoro ob6mectBa (ToMumnHa
H.A. ¢ coaBt., 2017) npeacTaBieHbl MaTepuaibl UCCIEAOBAHUN, TPOBEIACHHBIX B
CHIA, psne crpan 3amanHoin EBpomnsl, ABctpanuu u Kurae [92]. Tlokazano, uto
pacnpoctpaneHHocTh XbII cpeam B3pocioro Hacenenusi coctamiser ot 11,0 go
16,0% wu 3aBUCHUT OT PACOBBIX M JAPYTUX JAeMOTrpauyecKuX OCOOEHHOCTEN
oOcnenoBaHHbIX momyssinuii [189, 151, 122, 196]. Otu naHHbIE CBUIETEILCTBYIOT,
410 0K0JI0 5% B3pocioro Haceiaenus 3emiu crpagaet XITH [197]. B Poccuiickoit
denepanyy MUPOKOE IMUAEMHOJIOTHISCKOE UCCIICIOBAHNE TI0 3TOMY BOIIPOCY HE

IpoBOAMIIOCH [92].
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Benuku sxoHOMHYECKHE 3aTpaThl HA 0OECMeYeHUe MPOIEIyphl TeMOIuaIn3a
y B3pocaoro HaceneHus m1o 750000 pyOneit u BhIIE C y4eTOM JIEKApCTBEHHOU
NOJJIEPKKU B rof [5]. B AeTcKkoi#l mpakTUKe CTOMMOCTh MPOLEAYPhl HE MEHBIIIE, a
oonbire. KommuectBo 6ombHbIX ¢ XITH, momydarommx KOHCEpPBAaTUBHYIO TEpAIHIo,
MIPEBBIIIACT MOMYJISIIIMIO MAlMeHTOB ¢ TepMuHalbHOU craaued XITH moutu B 50
paz  [219]. IIpo6aemy XIIH y  B3poCHBIX  MAaIMEHTOB  CYUTAIOT
MYJIBTHIACIUILUIMHAPHOW, 3TO OCOOCHHO OYEBHAHO Ha TMPUMEPE CaxapHOTO
nuabera U nuabeTrueckoi HepomnaTuu [216].

CwmeptHocTts aetreit ¢ XIIH, nomywarommx auanus, B 30—150 pa3 Beimie, yem
obmiast cMepTtHOCTh cpeau nereit [69, 110]. B mamreir ctpane wacrota XbII, y
nerei, coctaiserT 4 Ha 1 MuuMoH HaceneHus [69]. Cuuraercs, 4TO, CpeIHSI
3aboneBaemocTh aetei TXIIH mo Bo3pacta 16 nmet cocrapisieT 1-3 HOBBIX cllydacB
B rox Ha 1 mummmon oOmero Hacenenus [79]. Ilo manasiM  EBpomneickoit
accoranuu auanusa u Tpanciantaiuu (EDTA) gwacrora XITH y mereit poBHa
pUMepHO 4—6 ciaydaeB Ha | MUUIMOH AETCKOrO HACEJIEHHs B BO3pacTe o 15 mer
U YBEJIIMYMBACTCS BMECTE C BO3pacToM pedberka [137].

Tepmunaneras XITH y mereii pactet Bo Bcem mupe [195, 162]. [To manHBIM
A.H. Hpiruna, 2017 r., TXIIH y nereit cocraBnsier 1-3 HOBBIX ciydyaeB Ha |
MUWJUTMOH 00miel mnonynsanuu O0onbHBIX TpoTUB 100-200 HOBBIX ciydaeB y
B3pocibix 00mpHEIX [98]. B EBpore uncio mamuentoB ¢ TXIIH cocraBmser 7-10
cimydyaeB Ha 1 mwuoH aeTckoro Hacenenus [202, 211]. OgHako TOYHBIX JTaHHBIX
B Mupe o0 yactote XIIH y nereit netr. Cpeau nereii ¢ XITH stronorus 3aBUCUT OT
pernona npoxxuBanus [186]. ITo umeromumMes nanHbiM, 1/3 merei, Moaydaronux
3amecTuTenbHyl0 noudeunyro Tepanuio  (3IIT), wumeroT HaciaeACTBEHHbIE
BpOXKACHHBIE 3a0oneBanus, 1/3 — HacieACTBEHHbIe 3a0oJjieBaHUs (CHUHAPOM
Anwrniopta, pazmuunbie reHetudeckue dopmbel HC) m 1/3 — mpuoOpeTeHHBIC
saboneanus (XI'H, XTUH Bcanencteue I'YC u ap.) [200]. He cmotpst Ha
BBICOKYIO pacmpoctpaHeHHOCTh XbBII u ee BiusHMe Ha nemorpaduyueckue

nokasarenu, B Poccumickon @Penepauum B HACTOSLIEE BpeEMS HE BEAECTCS
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cratuctuku 3adoneBanusi cmeptHoctd oT XbBII [21]. ['enepanbHOl cTpaTerueil B
JETCKOM He(hPOJIOTUH SBJISIETCS] CHUKEHHE TeMITOB mporpeccupoBanus XbII.

[To nanuem Iletpocsu 3.K., ¢ coaBt., 2012, peructp OonbHbIx ¢ XITH Hauar
B Hallleil cTpaHe Ha J0OpoBOJIbHBIX Hadasax ¢ 1990 roma um B Hacrosiuiee BpeMs
COJACP)KUT CBEICHUSA O JAeTIX ¢ pamudeiMu cragusmu  XBIT [69, 57].
JlocToBepHbIE TaHHBIE O pacnpocTpaHeHHOCTH XbII B pa3HbIX CTpaHax y A€Teu OT
2 no 15 met ma 1 000 000 HaceneHust OTCYTCTBYIOT [28].

[lonTBepkaeHUEM 3HAUUMOCTH ATOW MTPOOJIEMBI CTalO0  YUYPEeKICHHUE
BCEMUPHOTO JHA 1ouku B 2006 roxy. Poib BceMUPHOTO THS MOYKH CTPEMUTEIBHO
BO3pacTaeT. B Hacrosiiiee BpeMs 3TOT JIeHb CTajl HauOoJee MHUPOKO OTMEYAEMbIM
Hedponoruueckum cobObiTueM B mupe [148]. Ilens mpoBeneHUs TaKOTO JHSA —
JIOOUTHCS MO3UTUBHBIX CBUTOB B TOCYAapCTBEHHBIX CUCTEMAX 3/[PABOOXPAHCHHUS B
Mupe 10 3PQPEKTUBHOW MNPOPUIAKTUKE M JI€UYECHUIO Oosie3Hed moyek (U3
aHAJIUTHYECKOTo 0030pa ympaminenus anmnapara Oenepannu  DenepaabHOTO
coOpanus PO).

B Poccumn 3apeructpupoBan 451 peOeHOK Ha 3aMECTHTEIBHOM IMOYCUHOM
tepanuu (3IIT) mim 18,8 ma 1 mmmmuon gerckoro HaceneHus [2]. I[lo maHHBIM
CymikoBa A.U., Kaabaka M.M., 2019, no coctosauto Ha 2017 rox B Poccuu 0b110
930 perelt ¢ TpaHCINIAHTUPOBAHHOW MOYKOM — 24,5 OONBHBIX HAa 1 MJTH. AETCKOTO
HaceneHuss [85]. JlertanmpHOCTP B paHHME W OTHAJEHHBIE CPOKM IIpHU
TpaHCIUIAaHTAIlUK, IO JaHHBIM aBTOpoB, cocTtaBimsieT 13%. Ilo coolmieHusam
Poccuiickoro TpaHCIIaHTOJIOTHYECKOTO OONIECTBA, KOJIMYECTBO TPAHCIUIAHTAIIAN
MTOYKH, BBITTOIHAEMBIX AeTsM B niepuoa ¢ 2011 mo 2016 r., cocraBnsiio ot 57 1o 92
onepaiuii B rof [85]. B 2018 r. nepecaaka nmouku BeiloiHEHA 89 netTsim [2].

HeGonpmas pacnpoctpanenHocts TXIIH cpenu nereit orpakaer mpooOiiemy
obecrieuenust manueHToB 3IIT. Cormacno nmanaeiM E.A. MomyganoBoii, A.JlL
Banosa, M.M. Kaab6axka, auarno3 XIIH yctanosnen y 1238 neteit 1 moapocTkoB B
BO3pacTe OT poxkiaeHus no 18 iner, yto cocraBuino 2,17 demosek Ha 1 000 000

HaceneHus. 942 3 HUX HaXOAWIUCH B JOJUANINU3HON CTaauu OOJIe3HU, B TO BpEMS
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kak 296 OombHbix momyudanmu 3IIT: 52% - TH, 9% - I u 39% xumm c
(GYHKIMOHUPYIOITUM IMOYEYHBIM TpaHCIIaHTaToM [57].

Takum o6pazoMm, TXIIH ocrtaercss BaXHOHW MEIUKO-COIIMATBLHON U
KOHOMHYECKOM mpobiemoin. Hanbomnee pacrnpocTpaHeHHOW MPUYHMHON MOYEUHOMN
HEJOCTAaTOYHOCTH y J€T€d SBIAIOTCA BPOXKICHHBIE aHOMAJUU TIOYEK U
MOYEBBIBOJISIINX MMyTeH — OHU HaOmonarorca 6onee yem y 30 % nereit ¢ TXIIH
[146, 227]. Kanar6aeBa A.b. u coaBropamu, 2012, 1 U3y4eHHs SMHAIEMUAOIOTHH
XBII npoBenu CIJIOMIHOE CKPUHUHIOBOE MCCIIEOBAHUE HACENEHUS I. AJIMaThl
(u3yueno 4054 B3pocabix u 556 gereit) [29]. [Ipu 3TOM aBTOPBI U3MEPSIIA POCT U
BEC NALMEHTOB, ONPEIESUIM YPOBEHb apTEpUAJIbLHOTO JAaBICHUS, HCCIEI0BAIU
MouYy, KpeaTuHuH KpoBH, paccuntbiBaau CK®. B urore XbII 3 ctaguu BhIsBICHA Y
6,0 % B3pocnbix Uy 1,68% nereil u MOAPOCTKOB, YTO BBIIIE, YEM B CPEIHEM B
MUpE; B XOJAE HCCIENOBaHUS ObLJIa YTOUYHEHA POJb TUIEPTEH3UU U CaXapHOTO
nuabeTa, OTMEUEHO, YTO MEPCUCTUPYIONIAas MPOTEUHYPHUS MOATBEPKIAET HATMUNE
XBII. ABTOpBI pexoMeHAYIOT npu noao3peHun Ha XDbII mpoBenenune tecTtoB Ha
anbOyMUHYPHUIO,  W3MEPEHHE  apTepUaIbHOTO  JABIICHUS,  OMpelelieHUue
CBIBOPOTOYHOT'O KpearTuHuHa [29].

B nacrosmee Bpemst B mupe u B Poccuiickon @enepanmn CAKUT-cuaapom
ABIII€TCS Beayiien nmpuunHoi (o 2/3 ciydaes) passutust TXbII y nereit [38, 43].
B xone uccnenoanus Italkid (m3ydeno 1197 nmanueHTOB), IPUYMHON pa3BUTHS
TXBII cramu: B 53,6% ciiydaeB — THNOIUIa3us B COYETAaHUU ¢ Maiabhopmalriien
MoueBbIX TiyTed; B 13,9% — wusonmupoBaHHas runoaucruiazus; B 6,8% —
rioMepyisipabie Oonesnu [87, 192, 104]. [lo nanubim uccnenosareneit B benbruu,
CAKUT-cunapom coctaBun 10 59% cinyudaeB XbBII 3 craguu u Beimie [212]. B
CIHIA onpenenensl cienyronme ocHoBHbIe npuunHbl TXIIH: CAKUT-cungpom —
48%, BpoxaeHHas Hedpomnatus — 10%, rmomepynonepput — 14% [192]. Dt
JTAHHBIE MOTYT OBITH CBSI3aHBI C MOBBIIICHHEM BBDKHBAEMOCTH B PaHHEM JIETCTBE

IIPU BPOKJICHHOMW MATOJIOTUU OPTaHOB MOYEBOM crucTeMBbI U ocTrkeHusmu 3I1T.
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Bce BuUIbI BPOXKIEHHBIX AHOMAJIMA  pa3BUTUS MOYEK, TaKUX Kak
oOcTpykTuBHBIE ypomnaTuu, [IMP, monwkucTro3 oprana BHOCAT 3HAYUTEIIBHBIN
BKJIaJl B Pa3BUTUE XPOHUYECKOW MOYEYHOM HenmocTarouHocTH, pexe OIIIl y nerei
[190]. Bpoxa€HHble aHOMAJIMH OPTaHOB MOYEBOW CHCTEMBI BCTPEUAIOTCS Y JAETEH C
gacrotoit 1:500 [205]. CAKUT-cunapoMm sdABisieTcss Beaylled MPUUYAHOU
dbopmupoBanus XIIH y nereit pannero Boszpacra [127].

CornacHo pe3yabpTaramM MOIMYJSILMOHHOIO HCCIEI0BaHUs, IPOBEICHHOIO B
bpasunuu, CAKUT-cunapom BeisiBIIeH y 524 neteit u3 29653 HOBOPOXKICHHBIX 32
nepuon 1996-2006 r., aBropamu cliejlaH BbIBOJI, YTO YacTOTa JaHHOTO CHUHIPOMA
cocraBwia 17,7:1000 nerckoro Hacenenust bpazumum [181].

Yacrora XIIH pasnuyna, 3aBUCUT OT pEruoHa IPOXKUBAHUSA M BO3pacra
naruenTa (konebanust yactotel: 100-600 Ha 1000000 B3pocmoro Hacenenus) [106,
170]. Ilo muenuro M.D. Kytwipno, H.J[. CaBenkoBou, 2017, moyku sABISIOTCS
MUIIEHBIO JIJI1 BO3ICUCTBUS HEOIArONPHUATHBIX IK30T€HHBIX (DAKTOPOB, TAKUX KaK,
coMaTtudyeckue OOJIe3HW MaTepH, OCIOKHEHHS TEUCHUS] OCPEMEHHOCTH, HaJU4He
nuejaoHeppura, MNpoPeccruoHadbHble BPEAHOCTH, HE KOHTPOJIHMPYEMBIA MPUEM
JeKkapcTB U ap. [38].

Bpoxaennble u  HacieACTBEHHbICe He(dpOMaTuu  SBISIOTCS  TJIaBHBIMU
npuunHaMu XITH y geren, y B3pOCibIX yalie OTMEYEHbI MHbIE IIPUYUHBI OPTaHOB
MoueBoi cucteMbl XI'H, xponnueckuit mueaonepput. B moxuiaoM U crapueckom
Bo3pacte cpeau npuunH XITH BaxkHa poisib caxapHoro auadera, TMIEPTOHUYECKON
00JI€3HH, aTepPOCKIIEPO3a, OOCTPYKTUBHBIX YPOJOTUYECKHX M OHKOJIOTHYECCKUX
3a00JIeBaHMM, a TaKXe JICKAapCTBEHHBIX mopaxkeHui mouek [101]. B CIIIA wu
3anagHoii EBporie GonbHble auabeTndeckoil Hedpomarueit cocrapistor 20-25%
cpenu narueHToB ¢ XITH, koTopble HaXoaATCs HA AUATU3HOM JieueHuu [125].

Mansipuitnasi, muctocoMHas u BUY-wedponatus Qurypupyror cpeau
Beaymux npuunH XITH B crpanax Adpuxu un Azuu [64].

Tepmunansnas XIIH y nereit cocraBnsier 1,0—-1,4 HOBBIX citydaeB Ha |

MMJIJIMOH HACCJICHUA B T'OA.
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ImaBHO#M 3amaueil Hedponora, neauarpa SBISETCS paHHSAS JUATHOCTHKA
MOYEYHOTO  3a00JIE€BaHUsI, OCYIIECTBICHUE KOMIUIEKCA MEpPONPUSTUA MO
MPEIOTBPAILICHUIO UM 3aMEIJICHUIO €r0 MPOTPECCUPOBAHUS, a TAKKE KOPPEKIUU
BO3MOXKHBIX ~ HApyIIEHUH — OCTeonucTpoduu, aHeMUH, OHMOXHMHUYECKUX
mapamMeTpoB TOMEOCTa3a, META0OMMYCCKHX AaHOMAaJMi eme J0 pPa3BUTHSA
kimHndeckon cumnroMaruku TXIIH, wmm S cragum XbBII, xorma nmetu yxke

HYKJAIOTCS B 3aMECTUTEIBHON MOYEYHOM TEPaIIHH.

1.2 daxkTopbl MPOrpecCUPOBAHNUS M PAHHSS IMATHOCTHKA XPOHUYECKOI

00J1e3HU MoYeK (TyOy/IsipHAsl M IVIOMepYJ/IsipHasi IPOTEHHYPHUA)

B Hacrosiiee Bpems xopomo u3ydeHbl (akropsl nporpeccupoBanus XbII,
KOTOpbIE JENATCS Ha MoauduuupyeMble (MOTEHUMAIbHO OOpaTUMBbIE) U HE
MoauUIUpPyEMBbIE.

AHanu3 Benymux (pakTopoB MPOrpecCUPOBAHUS XPOHUUECKON OOJIE3HU TTOYEK
cielaH B aHamuTudeckoMm o03ope muteparypsl A.FO. Hukonmaesbim, 2018 [64]. K
MonuHUIpyeMbIM PaKkTopaM MPOTPECCUPOBAHUS OTHOCIT OCHOBHOE 3a00J1€BaHUE
(XpoHHMUYECKOE BOCTIAJIEHHE, TUIIEPIIIMKEMHUS], IEKAPCTBEHHOE UJIM MHOE TIOPAXKEHHUE
MOYEeK); TreMoAMHaAMU4yeckue  (akTopbl —  apTepHalibHas — TUIEPTEH3Us,
BHYTPUKIyOOUKOBasi THNIEPPUIIBTPALIKS; TOBBIILIEHHAs OEJIKOBasi Harpy3Ka; aHeMUs
[64,19, 113,131,217, 182].

[To mamueim IA. MakoBenkoit ¢ coasr., 2009, dopMupoBaHue aHeMHUH
BO3MOXKHO Y€ Ha paHHux ctaausx XbII. Anemuss otHocutcsi K (akTopam
MPOTrPECCUPOBAHUS, HO MOXKET OBbITh U MapajuieIbHbIM JIA0OPATOPHBIM MPU3HAKOM
XBIT [47]. Oxcmepret KDIGO, 2012, pexkoMeHAYIOT OLEHHMBATh aHEMUIO
He3aBucuMoO OT cTtaauu XbII, 4ToOBl BBISIBUTH BCE OOpaTUMBbIE MPOLIECCHI,
BHOCSIIME BKJIaJ B pa3Butue anemuu [163]. Anmemus npu XIIH cBsizana c
HEJAOCTAaTKOM JPUTPONO3THHA, CO CHMKEHHEM HPOAOKUTEIBHOCTH KU3HU
OPUTPOLIUTOB, C YTHETEHHUEM KOCTHOIO MO3ra, ACQUIMTOM IXKelle3a, PEXe C

KHIIEYHBbIM KpoBoTeueHueM [169, 191]. Ilpossnennamu anemuun y nerei ¢ XITH
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SBISAIOTCS  OJEMHOCTh, Ca00CTh, CHWXCHHAS TOJIEPAHTHOCTh K (U3UYECKOU
Harpy3Ke, OJIBIIIKA, TOJOBHAs 00Jb, aHOPEKCHsI, HENMEPEHOCUMOCTh XOJIOJa U Jp.
Anemus y feTeii pasBuBaeTcs yxe npu cHmkennn CK® 1o 70-50 mu/mun/1,73m7,
T.€. B JOJUIM3HYIO0 cTaauio [108].

Anemus quarnoctupyercs y aeteit ¢ XbII, ecinu koHIeHTpalus reMorioouHa
Hwke 110 r/n y gereit ot momyroga u Ao 5 net; Hke 115 r/n y gereit ot 5—12 ner
u Hxe 120 r/n y nereit 12—-15 ner [126]. Jleuenune anemun y GonpHbIX ¢ XbBII
npenaparaMyd HaYMHAIOT MPH ypoBHE remoriioOuHa Huxe 110 r/m [198, 226]. Beem
netam ¢ XIIH moka3aHo mprMEHEHHME M IpenaparoB Keje3a W3 pacuera 3—6
MI/KT/CyTKU. DpuTpono3TuH BBoautcs mo 50-150 ME/kr 1-2 paza B Henento [47].
Koppekiuss aHemMun U apTepUaibHOM THIIEPTEH3UH CHOCOOCTBYET OOpaTHOMY
Pa3BUTHIO TUIEPTPODUM JIEBOTO KETylIouka B TepMUHAIBHON cTaguu XITH [222,
226]. B xnmuandeckux npaktudeckux pekomenaamuax KDIGO no anemun, 2013,
npu XbBII npemmaraercs BbIOOp KOHUEHTpAMM TE€MOIVIOOMHA, MPU KOTOPOM
HAUMHAETCSl Teparus 3PUTPONOITUHOM y JAHHOTO MAllMeHTa WHAWMBUIYAJIbHO, C
YU4E€TOM  TMOTEHIMAJIbHbIX MpPEUMyLIEeCTB (YJAydylleHHE KauecTBa  JKU3HH,
YCIEBAaEMOCTH, TMOCEIIEHHE WIKOJbI), a Takke Jis MpeJoTBPAILEHUs
remoTrpancdys3uu [163].

CornacHo ganueiM O.H. Cururtooii, 2018, npyrumu moaudunupyeMbIMu
dakropamMu  SABISAIOTCS  META0OJIMYECKHE  paccTpoMcTBa  (TUIEPIIIMKEMUS,
MeTabOIMYECKUI alln03), TUIIEPYPUKEMUS, AJJIEPTUUECKUE PEAKIINH, STPOTCHHbIE
dakropsl u ap. [81].

K HemomuduuupyeMbiM (pakTopaM OTHOCSTCS BHYTPEHHHE MOBPEXICHUS,
BPOXKJIEHHOE YMEHBIIIEHNE Kon4decTBa He(ppoHOB, reHeTndeckuii gpaktop [19].

B nacrosiee Bpemsi Takue (pakTopbl MpOrpecCUpOBaHMsl, KaK apTepuaibHas
TUIEPTEH3Us], IPOTEUHYPUSI, aHEMUS, THUIIEPITIMKEMUS U JPYTHE XOPOILIO M3y4YEHBI

U HU3JI0KEHBI B COBPEMEHHBIX OTCUECTBEHHBIX M 3apyOeKHBIX PYyKOBOACTBaxX [19,

138, 150, 180, 142].
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T.E. Ilaukparenko, A.JI. My3sypoB, JI.B. 3BepeB u coasropsi, 2012,
OTMETWIIM, YTO Yy MAIMEHTOB, Haxomdmmxcs Ha remoguaimse ¢ TXIIH mmerorcs
JOTIOJTHUTENbHBIE (PAKTOPBI PUCKA OCTIOKHEHUS U CMEPTH — CEPICUHO-COCYIUCThIC
3a00JeBaHus, reMOJIUHAMUYECKUE U METa0OTNYECKIE OCJIOKHEHHS,
TpoMOOTeMocTaTnyecKkue npoodaempl, nHPeKkuu u ap. [67].

[Iponecc mporpeccupoBaHus HE3aBUCUMO OT IIYCKOBOIO MEXaHH3Ma,
HO30JIOTHYECKON (hOpMBI, BO MHOTOM yHHUBepcasieH. K kimaccuueckum Qakropam
MPOTrPECCUPOBAHUSI OTHOCATCS TEMOJMHAMHYECKHUE H3MEHEHUs, 00yCIIOBICHHBIC
MOBBIIIIEHHBIM ~ YPOBHEM  apTEpPUAIBLHOTO JIaBJICHUS, KOTOPBIA  ONpenenser
BEJIMUMHY CEPJIEYHOTO BBIOpOCa, MepudepuuecKkoe COCYIUCTOE COMPOTUBICHUE
[141, 219]. [IIporpeccupoBanue Hedpomatuid  MPOUCXOJUT  BCIEICTBHE
runepGuIbTpallid B COXPAHUBIIMXCS WHTAKTHBIX HedpoHax. [laHHBIA mporecc
MPUBOJUT K TOCTENEHHOMY BBIXOy HE(GPOHOB U3 CTPOs, IMEPCUCTUPYIOIIEH
nporeunypuu [72, 118].

Ha »sranax ¢opmupoBanuss u mnporpeccupoBanuss XbII s u3ydenwus
JaTbHENIIIET0 MPOTHO3a 3a00JI€BaHUSI M OMPENIeTICHUsI TEPANeBTUYECKON TaKTUKU
HEOOXOMMO oOIpesiesicHue ypoBHsI mopaxkeHust Heppona [8]. IloaToMy BakHBI
BOIIPOCHI IMaTHOCTUKU TIIOMEPYJISIPHON U TYOYJISIPHOM MPOTEUHYPHUH — OCHOBHOTO
MPEANKTOPA NPOrPECCUPOBAHUS OPAKEHUM 1MoYeK [93].

B Hacrosiiee BpeMsi TOYHBIM METOAOM JUArHOCTHUKHM 3a00JI€BaHUI TMOYEK
SBIIICTCST TIPOBEJCHUE MMYyHKIMOHHOM OWONCUA TOYeK ¢ MOPEHOIOTHIYECKUM
uccinenoBanueM. JlaHHBIM METOJ TO3BOJSET YCTAaHOBUTH JUArHO3, OMPEICIUTH
YpOBEHb TMOpaxeHuss HedpoHa, pa3paboTaTh aJCKBATHYIO TAKTUKY JICUCHUS W
MPOTHO3 MHOTUX (hOPM MOUCUHBIX TAPEHXUMATO3HBIX 3a0o0neBanuii [70].

Opnako mpoBeneHUE HEPPOOUMOINCHUU CBSI3aHO C  PSAJIOM  CIOXKHOCTEH,
OCHOBHBIMU OTpaHUYCHUSIMU SBJISIFOTCS WHBAa3UBHOCTb, Hallnyue
MIPOTUBOIIOKA3aHUM K ITPOBEJICHUIO B JIETCKOM Bo3pacTte [221].

besycnoBno, mns nuarHoctuku XbBII BaxkeH TIIaTeNbHBIM COOp aHaMHE3a,

IMPOBCACHNUC KIMHHUYCCKOIO OCMOTpa pe6eHKa, HCIIOJb30BaHUC J'Ia60paT0pHBIX n
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UHCTPYMEHTAJIBHBIX METOJIOB HCCIEI0BAaHUS, MOJEKYIIPHO-OMOJOTHUYECKOTO U
MOJIEKYJIIPHO-T€HETUYECKOTo aHaim3a [60].

[Iporeunypus sBIs€TCS OCHOBHBIM, PAHHUM M YYBCTBHUTEJIbHBIM MapKepoM
opakeHust Mmouek [8].

OTtedecTBEHHBIMU M 3apyO€KHBIMH aBTOPaMHU JIOKA3aHO, YTO OTHOIIEHUE
OENOK/KpEaTUHUH MOKHO HCIONb30BaTh I JIMAarHOCTUKA U OLEHKH pUCKa
nporpeccupoBanus 3adoneBanus [40, 187].

OnpeneneHne KaueCTBEHHOTO U KOJMYECTBEHHOI'O COCTaBa MOYM IO3BOJISET
nuddepeHupoBaTh KIyOOUYKOBYIO W KaHAJIBIEBYIO NPOTEUHYPHUIO, 3TO JA€T
BO3MOYKHOCTb CBOEBPEMEHHO PELINTH BOIPOC aeKBAaTHOU Tepanuu [60].

OTuonorus IIOMEPYISIpHOH U TYOyIsIpHOM MNpOTEMHYpUU Yy JeTed W
MOAPOCTKOB [58]:

1. OcHoBHbIE IIOMEPYIISIPHBIE 3aboJeBaHMs, CONPOBOKIAOIINECS

IIPOTEUHYPHUEH.
— HC ¢ MuUHHMaIbHBIMU U3MEHECHUSIMU;
— OCI'C;
— BpoxkeHHbld HC;
— I'H (mocTuH(EKIMOHHBIH, MeMOpaHompoau(epaTuBHEINH,
mMeMOpaHo3Hbii, Ig  A-"Hedpomarus; HePpUT TNpPU  CHUCTEMHBIX
3a0051eBaHUX; BPOXKICHHBIN HE(QPUT, CUHAPOM AJIBIIOPTA);
— He(poIaTuu Mpu HEKOTOPHIX WH(MEKIIMOHHBIX 3a001€BaHUSAX (BUPYCHBIN
renatut B u C, BUY-undexuus, cudunuc u ap.);
-1'YC;
— nuabeTudeckast HeppomnaTusi.
2. OcHOBHbIE TyOYJIOMHTEPCTUIMATIbHBIE 3a00J€BaHNUs, COIPOBOXKIAIOIINECS
MIPOTEUHYPHUEM.
— pedrokc-Hedponarus;
— TyOyTOMHTEPCTUIINATBHBINA HEPPHUT;

— MUETOHEPPUT;
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— HacleACTBEHHBbIC 3a0oyieBanusi (IUCTUHO3, cuHIApoM DaHKOHH,
rajiakTo3emMusi, CHHapom Jloy u 1ip.);
— TOKCHYECKHUE TTOpaxeHus (aHTUOMOTUKHU, TsKeIble MeTaslibl) [58].
JUIss  TUArHOCTHKW TMPOTEMHYPHUH MOXKHO  HCIIOJIB30BATh  CICMYIONTHE
MOKa3aTesu:
- 00w OeJIoK;
- OeNKu-MapKephl: aTb0yMUH, 0 -MUKPOTIIOOyInH, Tpancheppus, Ig G;
- anexkTpodopes: HeIIT0N030-alleTaTHBIN, B MOJIHMAKPUIAMUIHOM T'eJle;
- depmentypus: NAG (N-anerun-B-mmoko3zamunnaaza), AAP (ananus-
aMHHOTICTITHIAa34);
- MPOTEOMUKA;
- Oouomapkepsl (pepmentsr, NGAL) [60].
OnHako  W30JIMPOBAHHOE  KCCIEJOBAaHHE  MAapKEPOB  IMMATOJOTHYECKON
MPOTEUHYPUH SIBIISIETCS IOCTATOYHO JIOPOTOCTOSIIIIMM METOOM UCCIICIOBAHUS.
Hedenomerpuueckuii METO/T ONPENCIICHUS OEJIKOB-MapKEPOB c
UCIIOIb30BaHUEM airoputMa AAA — anbOyMHUH — 0;-MUKpOII0OyauH (Tadnuia 2)
MO3BOJIIeT OBICTpO  auddepeHIupoBaTh IOMEPYISPHYI0O H  TYOYISpHYIO

nucdyskiuu [60].

TaOmuma 2
AnTOpUTM aIbOYMUH — 01 -MUKPOTIIO0YyIMH (AAA)
AnpOymuH/KpeatunuH | o,-MI*/kpearnnun [Iporennypus
MOYH, MI/T MOYH, MT/T
<20 >5 Hopma
> 20 >5 I'momepynsipHast
<20 <5 TyOynsipHas
> 20 <5 Pacuer o popmysne: o-MI" X
100 / (0-MI' + A) > 15% —
riomepyisipaast; < 15% —
TyOynsipHast

*o-MI" — o -MUKpOTIIOOYIMH
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0L -MUKPOITIOOYJINH SIBISIETCSI CTOMKUM MapKepoM MOpakeHUs KaHaJbIleB [58].

NupopmaTuBHEIM HEWHBAa3UBHBIM METOJIOM SIBIIIETCS TMPOTEOMHKA MOYH
[105].

B uccnenosanusax Jletudosa I'M., Kpusonocosoii E.I1., 2018, mposeneno
MIPOTEOMHOE MCCJEI0BAHNE MOYH MPHU PA3IUYHON HEPPOIOrHIeCKOr NaTojIOTUu y
30 nereit [41]. Amropamu BblmenieHbl 39  OenkoB. HaumbGomee dacto
OOHApY)KUBAJUCh aHTUTEH TyOynomHTepcTuimanbHoro Hedputa (100%),
aHTUANUTENUAbHbIN MeMOpanHbiil antureH (50%), amunonentugaza N (42%),
anb(ha-cyObeIMHNIIA aKTUHA TJIaJIKOMBIIIEYHOTO BosiokHa (33%), cundunun 1 A
(33%), renmuaun (33%). [lpu nprcoenMHeHUU TPOTEUHYPUHU BO3pacTalia 4acToTa
BBISIBIICHUS] MOJIEKYJIbI HOBPEXKACHUS TOU€UHOM TKaHu (75%).

bromMapkepsl peHalnbHOrO MOPaXEHHsI IPU BPOXKIECHHBIX MOPOKaX pa3BUTHUSA
opraHoB MmoueBoil cucrembl (OMC) y neredt usyueHol BsnkoBoit A.A. u
coaBTopamu [11]. B kauecTBe Mapkepa NOBPEXACHUS TPOKCUMAJIbHBIX KaHAJIBIIEB
aBTOPBI ONpPENEISIN AKTUBHOCTh oOpraHocnenupuyeckux (HepMEeHTOB B MOYe
(HerTpanbpHON O-TJIFOKO3Ua3bl, Y-DIIyTaMUITPAHCIIENI TU1A3bl, L-
alaHMHaAMUHONeNnTHa3bl). JlokazaHo, 4TO MOBBIIIEHHBIN YPOBEHb HEUTPAIILHOM -
[JII0KO3UAa3bl M L-aJlaHMHAMHUHONENTUAA3bl B MOYE SBISIETCS MPEAUKTOPOM
pa3BUTHs 3a00J€BaHUS M PAHHUM MapKEepPOM MHUKPOOHOTO MOPAXKEHHUS MOYEK Y
JIETel ¢ BPOXIACHHBbIMU Topokamu pazButusi OMC. YcTaHOBIIEHAa B3aMMOCBSI3b
MEXy YpOBHEM (EpMEHTYpPUU KaHAJbIIEBOIO THUIIA M AKTUBHOCTBIO Ipolecca
[11].

Psn  aBropoB paccmarpuBator  Oenok  L-FABP, supgorenun-1, (-2
mukporioOymuH 1 NAG, NGAL B kauecTBe TPOTHOCTHIECKUX (DAKTOPOB TAKECTH
u niporpeccupoBanus XbII [95, 73].

3HauMMass W JIMTENbHO CYIIECTBYIOIIAs MPOTEUHYPHUS MPUBOIUT K

M3MEHEHUSAM B KaHalibllaX U uHTepcThmu ¢ nporpeccupoBannem XbII mo TXIIH

[58].
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1.3 Jleuenue aereii ¢ XpOHMYECKOH MOYEYHOI HEIOCTATOYHOCTHIO

B Hacrosimiee BpeMsi AMArHOCTHKA, M JI€YEHUE OOJBHBIX IPHU PA3JIMYHBIX
cragusix XbBII ocratorcs akTyalbHOW MpoONeMoil, Kak B TEparneBTHYECKON
MpaKTUKe, Tak W B mneauarpuueckoit [3, 5, 153]. Ilpu u3MeHEHUMH CKOPOCTH
KIyOOYKOBOM  (MIBTpalMM, BaXXHO TPOBECTH CKPUHHUHT (PAKTOPOB pHUCKA

IPOrPECCUPOBAHUS JJI1 CBOEBPEMEHHOT0 Havyasia HepOIpOTEKIIUH.
1.3.1 KoncepBaTtuBHoe jeuenue XITH

B cB3M Cc  u3ydeHWEM  PA3IMYHBIX  ACHEKTOB  MPOQPUIAKTUKU
nporpeccupoBanuss XbII, B cneunuanbHOW JnuTEpaType NOSBUINUCH TEPMHUHBI
«HEPPOIPOTEKTUBHASL CTPATETHUS, KPEHOMPOTEKIIUSY, «METa(UITAKTUKA.

Y B3pocimeix mnanueHToB ¢ XbBII mpuMenenme crparermii  mO3BOJISET
YBEIIMYUTh MPOJOJKUTEIBHOCTh M KAue€CTBO JKU3HM IIPU YCTPAHEHUHU psiaa
(hakTOpoB: apTepuaIbHOU TUIIEPTEH3UH, 0OMEHHBIX HApyUICHU,
HEpalMOHAJIILHOTO MCIOJIb30BaHUs JICKAPCTBEHHBIX IIpenaparos [82]. B nenuarpuun
oOpa3  KM3HM peOeHKa  OIlpenessieTcss MOBEJCHUEM  pOJIUTENeH,  UuX
KOMIIETEHTHOCTbIO. PoauTenn AOomKHBI OOECNeYUTh MAaKCUMalbHO aKTHBHBIN
o0Opa3 Xu3HU peOeHKa, aJieKBaTHBIC YCIIOBUS HAXOXKIICHUS €r0 B CEMbE, a TaKKe
XOPOIIMH YXOJ 32 IMAlUEHTOM.

[Ipenapatel 151 HEPPONMPOTEKIMK MAIMEHTOB C TJIOMEPYJISIPHOM MaToJiorueit
BHEJPEHBI B KIMHUYECKYIO TPAKTUKy ¢ KoHI@a XX BEKa, OHM CIOCOOCTBYIOT
CHIDKEHUIO TPOTEUHYpUM, WHOWIBTpAllUM TKAHU TIOYEK BOCHAIUTEIHHBIMU
KJIICTKAMH M, COOTBETCTBEHHO, 3aMEIJIAIOT pa3Butue (puOposa TkaHu mouek [90].
JlexapcTBEeHHasT TOJAEPIKKA, OCYLIECTBISIONIAs PEHONPOTEKTUBHOE JIEHCTBHE,
BKItouaeT uHruouropsl AII® u/unm 61okaropsl peuentopoB anruorensuna Il [37].

B nHacTosimiee Bpemsi MOSBUITUCH TIpenaparhl U3 TPYIIBI OJIOKATOPOB TKAHEBBIX
peuenTtopoB k aHruoteHsuny Il (io3apran, upbecapraH), KOTOpble HE 00JIaIatl0T
nooounbiMu  AeiicTBusiMu UAIID [141]. B kadectBe HedpompoTEeKIUU, B TOM

qHclie y JAeTel ¢ mpoTenHypuel 0e3 apTepualbHON TMNEPTEH3UU, UCIOIb3yeTCs
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npenapatr  Jo3zapran  [90].  Jlozapran  Ha3HayaeTrcs ~ NpU  HAJIWYUU
MUKPONPOTEUHYPUH, HAPYIIEHUU MOYEYHON NeMOJANHAMUKHU, KOMIIEHCUPOBAHHBIX
U CyOKOMIICHCUPOBAHHBIX €€ HapyIICHUSX, a TAKKe IIPU pa3BUTUU HEPPOCKIEpO3a
10 JaHHBIM cTaTnyeckoit HedpocuuaTUrpadun [97].

Makosenkas ['A. u coapr., 2002, pekoMEeHAyeT Tepanui0 HHTHOUTOpaMu
AIID netsam ¢ mpenMyIIeCTBEHHBIM MMOPAXKEHUEM INIOMEPYIISIPHOTO aIapara, 4To
MO3BOJISICT YAYYIIUTh pPEHANbHYI0 (QyHKIMIO y AaHHbIX manueHtoB [45]. C.C.
Tepexun, 2013, MO3UTHBHO paccMaTpUBAET IMPUMEHEHUE PEHONPOTEKIUU IPU
OOCTPYKTHBHBIX yponaTtusix [87].

CormnacHo pe3yapraram MEeXIUCHHUILUIMHAPHOW MPOTrpaMMbl IOMOIIH JIETSM Ha
JIOTOCIUTAJILHOM JTale€ C MCIOJIb30BAaHHEM HE(PPOMPOTEKTUBHOM Teparuy,
npoBogumoid B bpaswimu B 1999-2006 rr., mnomgydeH Oojee 3HAUYUMBIN
MOJIOKUTENBHBIN 3(P(GEKT MPEBEHTUBHBIX MEPONPUITHI Y JeTEeH C BPOXKICHHBIMU
aHOMAJIMSMH TI0 CPABHEHHIO C JIETbMH C IIoMepyioHepputramu. Tak, y neren c
roMepyisipHoit matonorueit CK® crmkamace B cpeaseM Ha 10 mu/mun/1,73m° B
roj, TOrJla Kak y JeTe ¢ BPOKIECHHBIMH HE(PPO- M YPOINATUSIMHU U KHUCTO3HBIMU
MOpaXeHUSIMH — TOJIbKO Ha 2,2 mut/muH/1 73m° [116].

[lo MHeHHMIO OOJBITMHCTBA AaBTOPOB, NPUMEHEHHE HEPPOMPOTEKINH
crocoOCTByeT OoJiee JOJArOMY COXpaHEHUIO (PyHKIMI MOYeK y AeTed, a B ciayyae
pa3sutus XITH — noanep:xanuto ux ocrarounoit pyukmuu [72, 51, 10, 183].

OnauM w3 OCHOBHBIX (¢akTopoB mnporpeccupoBanusi XIIH sBnsercs
apTepuaibHas TUIEPTOHUS, KOTOpas 4Yallle CBSI3aHa C 3aJIEP>KKOW HATPHUsSl U BOBI.
[ToaTOMy KpaiiHe Ba)kKHO MpHU JICYEHUH MAlMEHTa COONIONEHUE WHIUBUYAIbHOTO
BOJIHO-COJIEBOTO PEXUMA C YYETOM BBIPAXKEHHOCTH MOJUYPHUM W CYTOYHOU
AKCKpelnuu Hatpus ¢ mouoi [146]. i CHMXKEHUS apTepHaIbHOIO JIaBJICHUS
MPUMEHSIOT UHTUOUTOPBI ATID — Karronpui, HATONIPUII, PAMUTIPIIT U Jp., TUO0 B
BUJIC MOHOTEpAlMM WJIA B COYCTAHMM C MOYETOHHBIMH TMpenaparamu, [3-
OnokaTopamMH, aHTaroHHUCTamMu Kaiblivs. HeponpoTeKTHUBHBIM JEHCTBUEM U
CIOCOOHOCTBIO CHMXXKAaTh BHYTPUKIYOOUKOBYIO THIEPTEH3UIO, MPOTEUHYPUIO H,

cienoBarenbHO, Temn nporpeccupoBanust XITH oGnagaror unruduropsr AII® u
28



HEKOTOpbIE AaHTOTOHMCTHI KalbliMs (BeparnaMui, AWITHA3E€M), B CBSI3M C YE€M, OHU
ABJISIIOTCS MperapaTaMy MepBoro BeIOOpa ¢ cambix panHux ctagui XIIH [222]. B
neAuaTpud  PEKOMEHJYeTCsl TPUMEHSITh KOMOWHAIMIO aHTUTHIEPTEH3UBHBIX
MpenapaToB C pa3IMYHBIMM MEXaHU3MaMH JICHCTBUS, 3TO MO3BOJSAET JTOCTUYb
ycnexa ©0e3 WCHOJIb30BaHUS BBICOKUX [103. llpu 3TOM pexoMeHIyeMbIMU
KOMOUHAUUAMH sIBIsitOTCS  cnenytonme: MAT® + camyperuk + [-Oiokartop;
aHTaroOHUCT Kajiblus + B-O6mokarop + cummnaronutuk [101, 144].

B HacTosiee BpeMsi KOHCEpBaTUBHAs Tepanusl Ha pasHbiX craausx XbII u
XIIH omnpenensiercs cTagusMu 3a00J€BaHUs, UMEIOIMUMUCSA OCIOXKHEHUSIMH CO
CTOpOHBI Jpyrux opraHoB u cucrem [l101]. Crnemyer TmarenbHO HPOBOAUTH
MOHUTOPUHT 3710poBbsi pebeHka ¢ XbBII yxke co CHIKEHHEM KIHUpEeHca
SHIOTEHHOr0 KpeaTmHuHa Hmke 70 wt/mun/1,73M°. Tlpu 3ToM HE0GXOmMM
KOHTPOJIb ~ apTepHalbHON THUIEPTEH3UU, HYTPUTHBHOIO CTaTyca, aHEMUH,
dbochopHO-KaIbIIEBOTO 00MEHa, 3a/iepKKku pocta [203, 230].

B ommuume ot B3pocnbix XbBII y ngereli uper B yCIOBHSIX PAcCTYIIETO
OpraHu3Ma ¥ MaKCUMAaJbHOE YBEIMYECHHE MPOJOJIKUTEIBHOCTH KU3HU OOJBHOTO
nocne pasputusi TXIIH omnpenensiercss COXpaHHOCTHIO OOIIETO0 COMAaTHYECKOTO
COCTOSIHUSI peOCHKA, a He TOJIBKO 3a CUeT auannu3Hoi Tepamuu [50].

OcHoBHbIe 3a7aun KoHcepBaTtuBHOro Jjeuenus XIIH y peGenka cocrtoar B
3aMeJICHUU TEMIIOB MpOrpeccupoBaHusi 3a00JIeBaHUs, YCTpaHEHUU (PaKTOpPOB,
YCYTYONISIFOIIUX €r0 TeYeHHE (COMYTCTBYIONME UH(MEKITUU, BOJHO-IEKTPOIUTHBIC
CIBUTH, TUIIOBOJIEMUS, TPUMEHEHHE MPENapaToB ¢ HEPPOTOKCUYHBIM JICUCTBUEM ),
B KOPPEKIIMU TOPMOHAJIBHBIX U META0OIMYECKUX HapYIICHUM, CBOMCTBEHHBIX
ypemun (aHemwusi, runepnunuaemus, runepdocharemus u nap.) [27]. Baxknoe
3HayeHue npu pa3sutuu XIIH u cobOnronennn mMano0enkoBoil [ueThl mpuodperaer
o0ecreyeHne YHEPreTHUEeCKON 1IEHHOCTH TutH [S53].

CrnenyeT MOAYEPKHYTh, YTO ACTH C XPOHUUYECKUMHU 3a00JEBAHUSMU TOYEK,
JaXXe HaxXOUsIIMecs B COCTOSIHUM KJIWHUKO-JT1a0OpaTOpHOW pemuccuu, 0e3
3HAYUTENBHBIX HapylmIeHWHd (YHKIMHA, WMEIOT B JBa pas3a dYalle 3JI0POBBIX

OTKJIOHCHHUA B (i)I/ISI/I‘lCCKOM pa3sBUTHHU; Y HHUX OTMCUYCHLI H 0COOCHHOCTH B
29



aJanTalMOHHBIX MPOLIECCAX CO CTOPOHBI CEPACUYHO-COCYIUCTON U PECIUPATOPHOU
cucteM [199]. CoxpaHeHue aganTalMOHHBIX BO3MOXXHOCTEH CEpJIEUYHO-COCYIUCTON
u pecnupaTopHOM CUCTEMBI HaOI0AAI0TCSA npu XPOHUYECKHUX
TyOOJIONHTEPCTUITMAIBHBIX TOPAKCHUSIX TMOYEK W B TIEPBBIC TATH JIET MPHU
reMarypuyeckoil (opme XpoHHUYECKOTO IloMepyloHedpura. Jlamee BO3MOMKHO
CHUKCHHME aJaNTallMOHHBIX peakiuil Ha ¢usudeckyto Harpy3ky [50]. Otu
HAOJTIOZICHUST TIOKA3bIBAIOT, HACKOJIHKO BAKHO MPEAYNPEAUTH MPOTPECCUPOBAHUE
XpPOHUYECKHUX 3a00J€BaHUM TMOYEK, IJIsI COXPAaHEHHUS HOPMAIBHOTO (PU3UUYECKOTO
pazButus. llpu mnepexone Ha JUATU3HYIO TEpamuio MOTPeOHOCTh B Oenke
yBenuuuBaetcs. HemocrarouHoe mocTynsieHUe HEPrUM MPUBOAUT K HAPYIICHUIO
oOMeHa y gnerei [46]. BaxeH KOHTpoJb 3a TMOTpeOJICHHEM HATPUS U Kajusl.
Colnronenrie MamoOEIKOBOM TUEThl CHUKAET BHIPAKEHHOCTh a30TEMUH, YITyUIIIaeT
nokasarenu hochopHO-KaIbIIMEBOTO 0OMEHA U CIIOCOOCTBYET O0JIee JIUTETLHOMY
coxpanenuto noyeunbix Qyukuuit [99]. [lo manweim M. 1laiixoBoit ¢ coabr.,
2019, xanopuitnocth manodenkoBoit auetsl (MB]]) He nomkHa ObITh Hike 2100-
2200 xxan/cyt [99]. CoueraHue c mpenaparamMu SCCEHIUATBHBIX KETOKHCIOT —
KETOCTEPUJIOM CHHUKAET PUCK PaA3BUTHS OTPUIATEIHLHOTO a30THOTO OajlaHca U
OenkoBol 2Hepreruueckor HemoctatouHoctu [39]. Ilpumenenne MBI ¢
HCIIOIb30BaHMEM KETOKHCIIOT OITMCAHO y OOMBHBIX Ha nuanm3e [78].

Ipu cumxennn CK® wmenee 50 wmur/mun/1,73m° passuBaercst neuiuTt
ButamuHa D. Hapymenne wmunepanbHoro obmena mnpu XIIH cBszano c
runepocdaremMueii Npu CHKEHUH KIyOOUYKOBOM (UIBTpalMu, a Takke C
TUIEPKAIBLIMEMUEH, Pa3BUBAIOLICHCS M3-3a T[OHWKEHHOW mnpoxykumu 1,25-
muruapokcukaneiimdepona  1,25(0H)2D3  [22]. TlokazaHo  mpuMeHEHHUe
KaJIBIIUTPUOJIA WU TapUKAIBIIMTONIA — METa00JIMTOB BUTaMHHA D, KOTOpPBIM, MO
CPaBHEHHUIO C KaJbIIUTPUOJIOM, PEKE BBI3BIBACT TUIMEPKAIBIIMEMHIO, OBICTPO
CHUXKaeT ypOBEHb MapaTHUpPEOUIHOrO0 ropMoHa B KpoBu [22]. Ilpemapar BBOAST
BHYTPUMBIIICYHO TAIlMEHTaM, HaXOMSAIIMMCA Ha JAUAJIU3HOW Teparuu WIH B

Karcyimax 10 3-x pa3 B HCACIIIO, KOIJlda IMAUCHT Ha KOHCCPBATHBHOM JICUCHHH.
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MeTtaOonuTel BUTaMHMHA OKa3bIBAIOT HE(PPOMPOTEKTUBHOE JIEHCTBUE, CHIKAIOT
YpOBEHbB MapaTropMoHa, 0OCOOCHHO B KOMOMHAIIMHU C Jio3apTaHoM [ 144].

[ToBbIlIEHNE YPOBHS MapaTrOpMOHa, CHIPKEHHE KOHIIEHTPAIUU KallbLIUTPUOJIa
IIPOUCXONT YK€ Ha paHHUX craauax XbII [82].

B nactosiee Bpems Juisl IOJaBIeHUs] TUIIEpHapaTupeo3a IPUMEHSIOT HOBbIE
aHajoru BUTamMuHa D, He BBI3BIBAIOIIME TUMIEPKATBIUEMUIO («HEKATbIIUMUYECKUE
aHaJIOTU») — KaJIbIUMUMETUKH — UHMHKanbuui [77]. Xopomio pa3paboTaHb
PEHTICHOJIOTHYECKHUE TPU3HAKK TUIEpIapaTUpeo3a — PaXUTHUECKUE U3MEHEHHUS.
[Ipu runepnaparupeos3e HaOMIOOAIOTCA CyONEepUOCTaNIbHBIE 3PO3UHU, OCOOEHHO Ha
TUCTAIBHBIX (panmaHrax; yToNIIeHne MeX(palaHTHaJbHBIX CYCTaBOB pyK H
JUCTAJIBHBIX OTJEJIOB KJIIOUUL, HaJIMYUMEe OCTEOCKIEepo3a U METabOIUYECKUX
Kanbiuduxanui [123].

OOBIYHO BTOPUYHBIN THIIEPIAPATUPEO3 — ITO COCTOSHUE C BHICOKMM KOCTHBIM
oOmeHoM. Ha nuanusHOW Tepanmuu y NanueHTOB HAOIIOJAeTCsl HU3KUN KOCTHBIM
oOMeH (anuHaMuueckasi 00JIe3Hb KOCTEi), 00yCIOBIECHHAs MOJJABICHUEM CEKPEIIU
MapaTropMoOHa, BBICOKMMHU J103aMHM BUTaMuHa D u comeit kanbius [178]. Tloutn
BCEIJla Ha Juanu3e paszBuBaercs runepdocdaremMust (MpuU CHUKEHUU CKOPOCTHU
KITy60uK0BOH (rsTparuu 10 5040 m/mun/1,73m%) [114].

Jlnsg  JedeHWsT TOYEYHOM  OCTCOMUCTpOdUHM  HEOOXOoaMMa  KOPPEKIIUS
MeTabonnyeckoro amuaos3a (OuxapOonar Harpus per os). Hamo momanepkuBatrhb
HOpMaJIbHBIN ypoBeHb (Gochopa. CHmxkaror adbcopbuuto dochopa na 30-40%
KapOoHAT KaJiblus, amerar Kamblus, ¢docdar-oungepsl [66]. VYpoBeHb
naparropmona npu XIIH pekomenayercs nogaepxuBath He Oonee yem B 2—4 paza
Bbilie HOpMbL. HoBokmonoB K.HO. u coasr., 2016, cuuraror, 4to TeKymas
IIPAKTUKa KOPPEKLHUH IMapaMeTPOB MUHEPAIBHBIX KOCTHBIX HapyueHun npu XblI,
B TOM UYHCJIE Y JHI, HAXOASIIMXCA Ha Juaiu3e, IO3BOJSIET YAEP:KUBATh

KaJIBIIUEMHIO B 1IEJICBOM Jrarna3oHe [66].
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1.3.2 3amecTuTe/IbHAS MIOYEYHAS TepaNUs

3amectutenbHas nouyeynas tepanus (3I1T) oTHOCUTCS K aKTUBHBIM crioco0am
neyenust XITH.

B Hacrosiiiee BpeMss B He(pOJOTUM HUCHOJB3YETCS TPU METOJIa aKTUBHOIO
JedeHus: ypeMuu: xpoHudeckuil remoavanu3 (I'/]), mocTossHHBIA aMOyIaTOPHBIM
neputoHeanbHbli quanu3 (ITAITl) n TpancruTaHTaMs TOYKH.

CymmMmapnas o6ecnieuenHoctb 3IIT nereit B Poccun B 2 pa3a HuKe, 4eM B
crpanax Epomer u CIIA [5, 6, 209]. Oxnako 3a mociexHue rojabl OTMEUYeHa
MOJIOKUTENIbHAS TeHJeHIMs. Tak, mo coctossHuto Ha 2009 ron mexpuaTpuydeckue
OTJEJIEHUS] XPOHUYECKOIo Auain3a padortanu Tosibko B 18 pernonax Poccum, B
toM uncie B Camapckodt oOnactu. Ilo nganHbiM Poccuiickoro avain3HOro
obmectBa, 2019, x Hawamy 2019 roma B P® dynkuuonupoBano 628
otnenennii/nentpoB 31T, u3 koTopsix 155 O OTKpHITH 32 Tiepuox 2016-2018
rT. [2]. IIpu 3TOoM 46 oTaeneHnit GyHKIMOHUPOBAIH KaK IEHTPBI TPAHCIUTAHTAIHH
MOYKH.

[To nanHbIM oTueTa OOUIEPOCCUICKOTO PETUCTPa 3aMECTUTEILHON MOUYEUHON
tepanuu, Ha Hayaso 2016 rona 3IIT B P® nonyuunu 626 maiueHTOB B BO3pacTte
1o 18 ner (1,4% nmanueHToB BCceX BO3PACTHBIX Ipym), U3 HUX 283 (45,2%) xunu ¢
(YHKIIMOHHUPYIOUINUM TPAHCIUIAHTATOM TOYKH [92].

ITo manaeiMm M.M. KaaGaka u coamt., 2019, B PecmyOnukanckoi aeTCKon
KJIIMHWYecKoM OonbHULE W B PoccuiickomM Hay4HOM I1eHTpe wumenu b.B.
ITerpoBckoro 3a mepuon ¢ 1990 mo 2012 roma caemano 823 TpaHCIUIAaHTAIUU
MOYKH JETSIM B Bo3pacte oT poxaenuss u g0 18 jer [28]. CornmacHo oTueTam
Poccuiickoro TpaHCIUIAHTOJIOTMYECKOTO 00I1IeCTBa, KOIMYECTBO TPAHCIUIAHTALUN
MOYKH, BBIMOJTHAEMBIX AeTaM B riepuoa ¢ 2011 mo 2016 r., coctaBmnsio ot 57 1o 92
oreparuii B rox [85].

Kak mnoxazaim HaOmoAeHUs, OTHAJCHHbIE PE3yJbTaThl TpPAaHCIUIAHTALUU

IMOYCK 3aBHUCAT HC TOJIBKO OT XHUPYPIrH4YCCKOI'O JTalla TPaHCIUIAHTAIlMW, HO B
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OOJBIIEH CTENEHW OT OpraHu3aluu aMOYJATOPHOM M CTalMOHAPHOW MOMOIIU B
MeCTax MPOKUBAHUS IMaueHToB [15].

KomnuectBo O6onbHBIX, Haxomamuxcs Ha 3I1T, va mHayamo 2019 r. cocraBuio
54953 manwmenta [2]. [Ipu a3Tom cooTHOMIeHHE BUI0B 31T BBIMISIEIIO CIICTYIONIIM
oOpazom: remoauanus — 77,6%, I1] — 4,7%, GyHKUHOHUPYIOMUI TPpaHCIIAHTAT —
17,7%.

Ha 2018 rox uwucnennocts aetckoro HaceneHusi B Camape cocrasisiia 0,58
MiH. gerer no 17 mer. Ecam 2005 roay mposkuBano 2,2 4denoBeka Ha 1 MuIH.
JIETCKOTO HaceJIeHUsl ¢ MepecakeHHOW B neTcTBe moukoi, B 2012 romy — 22,0
yenoBeka, B 2018 — 28,0 [53].

I'eMonnanu3 — MeTO BHEMOYEUYHOTO OYMIIEHUSI KPOBH IYTEM MOAKIIOYEHUS
apTepUOBEHO3HOM (DUCTYIIBI K afmapary «UCKYCCTBEHHAs Mouyka». Tokcuueckue
OPOAYKTHl OOMEHa BEHIECTB U JNEKTPOIUTH  TudPyHAUPYIOT  Yepe3
MOJIYHENIPOHUIIAEMYIO CHUHTETUUYECKYI0 MEeMOpaHy, BOoAa YAAISETCS C MOMOIIBIO
yapTpaduisTpanuu (PUIbTPOBAHUE KUJIKOCTH MOJ JEUCTBUEM Pa3HULIBI JABJICHUS
10 ¥ nocie MeMOpanbl). CTaHIapTHBIA IeMOJIMAN3 BBIMOIHAETCSA MalUeHTy 2—3
paza B HENEN0 B HUHTEPMHUTTUpPYHOIIEM pexume. CpeaHee AUaIU3HOE BpeMs
coctaBisieT 12—15 vacoB B Henento. [Ipu aToM ucnonb3yeTcs OukapOOHATHBIN WUITH
nuTparHeiii Oydep [84].

[lepuToHEaIbHBIN qUATH3 — METOJ] BEIOOpA MPU MOYEYHOW HEIOCTATOYHOCTH
y J€Tel paHHETro BO3pacTa, Mal[MEHTOB C MaJIbIM BECOM.

[Tepuroneanbublii nuanu3 kak Meroa 31T, mmpoko UCHONB3YyIOT BO BCEM
Mupe. B Hamel ctpaHe nepuTOHEANbHBIN AUaNn3 Havyal BHeApAThes ¢ 1991 rona
[67]. IlonmynspHOCTP €ro pe3Ko BO3pOCia TMOCJIE BBEACHUA B MNPAKTUKY
MOCTOSIHHOTO amMOynaTopHoro mneputoHeanbHoro nuanusa ([TAITJ[) Omaromaps
ya00CTBY, MPOCTOTE U OTHOCUTEIHHO HU3KOM cToumocTu metona [102, 228]. TIJ1
OCYIIECTBISIETCS MyTEM BBEACHHS HUATU3HOTO PacTBOpa B OPIONIHYIO MOJIOCTh
yepe3 XPOHUYECKUM MNEPUTOHEANbHbIM Karerep. llepuroHeanbHbld Auanus
BKJIIOYAET B ce0s TPAHCIOPT COJIbBEHTOB M BOJBI 4epe3 «MeMOpaHy», KoTopas

NeNCTByeT Kak «auanmuzatopy. [Ipu 3ToM posb monynpoHHUIIaeMOW MeMOpaHBbI,
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AIIMMUHUPYIOUIEH a30TUCTbIC IIJIAKKM W 3JIEKTPOJUTHI, BBIMOJIHAET Me3aTenui
OptommHbl.  J[ByMSi  KUJKOCTHBIMHU  CEKTOpaMH  SBIISIIOTCS:  KpPOBb B
MEPUTOHEATIbHBIX KAMMIUIAPAX, COAEpPKAIIAsl a30TUCThIC NUIAKW W AUATU3HBIN
pacTBOp B NEPUTOHEATBHOM IOJOCTH, KOTOPBIM COAEPKUT HATPUN, XJIIOPUL H
JakTaT (TUMEPOCMOJISIPHBIM 32 CUeT NPUMEHEHHS TPEernapaToB C BBICOKOU
KOHIIEHTpaluen nroko3sl) [115, 177].

[TocTostHubIld nepuTOHEeanbHbld quanu3 y geredl ¢ XIIH B Camapckoii
o0nacTu cTajl MpUMEHAThCA B oTneneHuu Hedponoruu ¢ suBaps 2005 roma. Ha
NEPUTOHEATILHOM JHAIIA3€ JOJbIIE COXpaHAETCs ocTaTouHas (yHKuus nouyek. Ilo
JAHHBIM JINTEPATYPHI «BBDKMBAEMOCTBY» Merona cocrtasisier 4-6 ner [119]. ¥V
MalMEeHTOB Ha NEPUTOHEATBbHOM [IMAJIM3€ KAuyeCTBO JKM3HU BBIIIE, YEM Y
NAlMEHTOB Ha MPOrpPaMMHOM TIeMoauaiv3e. boipllylo 4YacTb BpEMEHHM JI€TU
IIPOBOJSAT B CEMbE, OHM JIy4Ille HHTErPUPOBAHBI B COLIUYME.

Cpenu He(ppoiOroB MAYT AUCKYCCUU B OTHOLICHHHM ONTHUMAJIBHBIX CPOKOB
Hayana auanusHou tepanuu npu XIIH [152]. Cuumraercs, 4to auann3 AOJKEH
6bITh HasHadeH mpu ypoHe CK® wmemee 10 mn/mun/l,73M°. OnxHako He
CYLIECTBYET IOIPAHUYHOTO YPOBHS KpEaTWHWHA WM JIPYroro IoKa3areds,
SBJISFOIIETOCS] CUTHAJIOM K HadaJly 3aMECTUTEILHOM MOUYEeYHON Tepanuu y peoeHKa
[228]. g Havana Auaau3HOW Tepanuu BaKHBIMU KPUTEPUSMHU ABIISIIOTCS allUA03,
nucOanaHc 3JIEKTPOJUTOB, TUIIEPIUApaTalUs WIM TMIEPTEH3Us, HE MOIJA0IIascs
KOHCEpPBAaTMBHOM Tepanuu. 3aMECTUTENIbHAS IOYE€YHas Tepanusl IoKa3aHa MpHU
BBIPAKEHHBIX MPU3HAKAX YPEMHH — TOUIHOTA, PBOTA, TOJIOBHAs 00JIb, IOTEPS BECa,
JeTaprus, OTCTaBaHue B pocte [228, 152].

OpHako MPOTrHO3 M KA4ecTBO KU3HU manueHToB ¢ XIIH moryTt onpenensite
OCJIOKHEHUS TUATU3HOTO JICUECHHUS.

Y nerell C TMOYEYHON HENOCTATOYHOCTHIO AaKTyaJbHbl HMH(EKIMOHHbIE
ocnoxkaenus: npu nposenenuu I1]] [4]. Ux pacnpocTpaHeHHOCTh OOBACHSETCS
YPEMUYECKUM HMMYHOACHUIIMTOM U JIETKOCTBIO HWH(PUIMPOBAHUS BO BpeMs
IpoLEeaypbl auain3a (MapeHTEepalbHOrO, MHTPANEPUTOHEATBHOTO0). Y B3pOCIBIX

MAlMEHTOB Ha JUAIN3€ HEpPEAKo ompeaensercs Bupyconocutensctso HBV, HCV
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(40-50% O6onbHbBIX) [74]. OCTpBIl BUPYCHBIN I€NAaTUT CYUTAETCS CAMBIM YacCThIM
WH(EKITMOHHBIM OCJIOKHEHHEM reMouanu3a. OmacHBIMU COCTOSIHUSIMU SIBJISIFOTCS
MTHEBMOHUU, OCTPbI MHPEKIUOHHBIN SHAOKAPIUT U TyOepKysae3. Y OOJIbHBIX Ha
I'J1 pacnpocTpaHeHHOCTh TyOepKyie3a jierkux B 7—10 pa3 Bbllie, 4eM B CpeHEM
CpelH IPYTUX MAUEHTOB, IPU ATOM OTMEYAETCs BBICOKass cMEPTHOCTh — 10 40%
[201]. Eme oIHMM TpPO3HBIM OCJIOKHEHHUEM  SBISICTCS  MPUCOCIUHECHUE
TPaMOTPHUIIATEIbHON ~ WH(PEKIMH  MOYEBBIX IMyTeH ¢  uHpHUIEpoBaHUEM
CMOPIIEHHBIX TMOYEK, YTO MPUBOAUT K MUOHE(DPO3y, MEpUpEeHATILHOMY alclieccy,
ypOCEICUCy y ociiabjaeHHbIX O0JIbHBIX Ha nuanuse [36].

Tunuunble uHpexkuuoHHble ocnokHeHus Ha [IAIIJ[l — BO3HUKHOBEHHE
NEPUTOHUTA, TYHHEJIbHOW MHQPEKIUH, UHPEKIUU BBIXOJHOTO OTBEPCTHUSA
MIEPUTOHUATIBLHOTO KareTepa [4].

VY nanuMeHTOB Ha JUaNM3€ HEPENKo HaOMIoAaroTCs IMOOOYHbIC JEHCTBUS
IpernaparoB B CBSI3U C TPYAHOCTHIO 1moa00pa 3H(PEKTUBHOMN 103bI JIEKAPCTBEHHOTO
CpelCTBa, B YCIOBUAX pPE3KO HapyuieHHOW (apmakoguHamuku npu XITH [63].
[ToaToMy mpu BeIOOpPE TOTO WJIM MHOTO Tpernapara Ba)XHO 3HAThb OCHOBHOM IMyTh
BbIJICJICHUs (MMOYKaMHU WJIM TI€UEHBIO), a TaKXKEe CTENEeHb IOTEPH €ro 4yepes
TUa3Hyr0 MeMOpaHy [65].

B Hacrosiiiiee Bpemsi HE BBI3BIBAET COMHEHMSI, YTO Kauy€CTBO PEaOMIMTAIINH
OOJBHBIX HAa JHAIM3HOM TEpamuu MPSMO 3aBUCUT OT COCTOSHMS TallUeHTa K
Havyay npoBeneHus: Tepanuu. [loaToMy AeTW AOMKHBI MOCTYyNaTh Ha JTUANINA3 C
COXpaHHBIMHU OpraHaMH, KpOME€ IIOYeK. ITO OOECIEUYUT JJIUTEIIbHBIE CPOKHU
COLMAJIbHO-COXPAHHOM KU3HU [67].

B Hactosimiee BpeMs NpuUMEHsieTCd HUHTErpupoBaHHbd moaxon k 3IIT, B
KOTOPOM KaXK/bli W3 BAapUAHTOB JICUEHHUs JOMOJHSAET Apyr apyra. I[Ipoenenue
TpaHcriantanuu 1noukn npu  TXIIH  npeBocxomutr  amanus3, Kak 1o
IPOAOKUTEILHOCTH JKU3HH, TaK U dKOHOMUYECKOH Ieecoobpasnoctu [16]. Bee
BO3pacTalollias YCMEIIHOCTh Tepecagkl IOYeK BO BCEM MHUpPE IMPHUBJIICKAET

CIICOaIMCTOB BCEX PAHIOB, HC TOJBKO MCAWKOB, HO W IIOJIMTHUKOB. CraBurcs
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3a/1aya MmpeBparieHus nepecaaku modek B oomenpuusateiii Meto 31T mpu TXITH
[168].

[lepecaake mouyek y B3pOCHBIX yaAeNnseTcs OOJbIIOe BHUMAaHHME BO BCEX
Pa3BUTBIX CTpaHax Mupa. YUucCIo JNHI C MNEPECAKEHHOM MOYKOM PACTET Kak
BCJICJCTBUE YJYYIEHUS JIMAarHOCTHKH, TaK W3-3a TJIOOAJIBHOW SIUIEMUU
caxapHoro auabera u Apyrux 3adosneBaHud, Bei3biBatomux XIIH B ocHOBHOM Yy
B3POCIIBIX ManueHToB. OTMedaeTcss W TJI00aJbHOE HEPABEHCTBO JIOCTYIHOCTH
TpaHCILIAaHTAIIMK [TOYEK B pa3HbIX cTpaHax [208].

B negmatpuueckold HEPPOJOrMYECKOM MPAKTHKE TPAHCIUIAHTAIUS IMOYKU
3aHMMaeT TriaBeHCTByomee mecto B JiedeHun XIIH [85, 100]. M3BectHO, 4TO
XOpomo  (DYHKIIMOHUPYIOMIMI  TMOYEYHBIH  TpaHCIUIAHTaT  OOecreYyruBaeT
ONTUMAJbHYIO0 (PU3NYECKYIO0, MCUXOJOTHUUECKYI0 M COLMAIIBHYIO peaOuuTalltIo,
yJydIIaeT KadyeCTBO JKU3HU, YCKOPSET POCT, CHMXKACT JeTanbHOCTh [85]. OmHako
no JaHHbIM Poccuilckoro 1eHTpa TpaHCIUIAHTAUW IOYKA — MSATHIIECTHSS
BBDKMBA€MOCTh TPaHCIUIAHTATA y AeTer cocTaBisaeT 77,4%, 4TO HECKOJIBKO HUXKE,
4eM y B3pOCibIX manueHToB [15]. DTo CBA3BIBAIOT ¢ 0COOCHHOCTSMH JIETCKOTO
OpraHvu3Ma, UMMYHHOW CHCTE€MBI, CJIOKHOCTHIO aJanTallii K HOBBIM YCIOBUSIM
YKW3HU MOCJIE TPaHCIUIaHTAUMU MOYKU. CeNHaINCThI-TPAHCIUIAHTOJIOTH CYUTAIOT,
YTO HEOOXOJMMO TIIATEIbHOE HAOJIOJIEHHE HE TOJIBKO C TIEPBBIX YacOB TOCIE
oreparyu, Ho U B mocieayrouuii mepuos [100].

TpancrnmaHTanus MOYKM — HauOoJee paIMOHAIBHBIN MyTh OOecTeueHus
peadunurtanuu aeteit ¢ XITH. [IpuHumnel BeneHus aeTei ¢ nepecaxeHHON MOYKon
U 0030p pe3ylbTaTOB OTPA3UIM B IMyOJUKAIMAX OTEYECTBEHHBIC U 3apyOeKHbIC
TpaHcIiantoioruu [85, 16, 208].

CymiecTByeT MHOIO HallpaBJieHUM BEACHHUS JIETeH IMOCJie TpaHCIUIAHTaIluu
[31].

Pa3BuTne METOJOB MMMYHOCYNPECHUBHON Tepanuu SIBISETCA BEIYIIUM B
MOBBIIIIEHWN BBIKMBAEMOCTH TpaHCIUlaHTaTa. Hambosiee 3HaUMTENbHBIC YCIEXU B

TPAaHCIIAHTOJIOTHU CBA3aHbI C BHCAPCHUCM B IIPAKTUKY HUKIIOCIIOpHUHA A. HOB)KG,
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MOSIBUJINCh WHTHOWTOPHI OMOCHHTE3a ITyPHHOB, MOHOKJIOHAJIbHBIC AHTUTCHBI,
UHTUOUTOPHI PO (epa3HOTo CUrHAaIA.

B nactosiiiee Bpemsi B TPAHCIIAHTOJIOTUN MPUMEHSIOT 6 OCHOBHBIX KJIACCOB
UMMYHOCYIIPECCOPOB, 5 H3 KOTOPBIX HCIHOJB3YIOTCS IS MOAAEPKUBAOLIEH
tepanuu [91]. Ilocneanue BKIHOYAIOT: 1) KOPTUKOCTEPOUIBI, KOTOPHIC OJIOKHPYIOT
pacrno3HaBaHWE AHTUTCHA U CHUHTE3 psla MPOBOCHAIUTENBHBIX LUTOKUHOB; 2)
UHTUOUTOPBl KaJbLMHEBPUHA (LUKIOCIOPHH A M TaKpOJIMMYC), OJOKHPYIOIIHE
TPAHCKPUIILIMIO U CUHTe3 uHTepiedkuHa-2 (IL-2) myrem  cBsI3bIBaHUsA
KaJIbIIMHEBpUHA W HapylleHus Tmpoiecca JepochopuaupoBaHus SIEPHOTO
(dakropa aktuBauuu T-TUMQPOLUTOB; 3) UHTHOUTOPHI MPOJIU(PEPATUBHOTO CUTHATIA
(aBEpoNIMMYC/CepTUKaH M CHUPOJIMMYC/pamnamyH), OJOKHpYIOLIUEe Iepefadyy Ha
OENKU-LMUKJIMHBI, PETYIUPYIOIINE KIETOYHBIM MK, CUTHAIA, BOSHUKAIOLIETO IPH
CBsA3pIBaHUU [L-2 ¢ €ro MOBEPXHOCTHBIM KJIETOYHBIM PEUEHTOPOM, YTO
MpeloTBpallaeT  KIOHAJIbHYIO dkcnaHcuio  addextopHsix  T-kietok; 4)
aHTUMETA0OUTHI (a3aTUONPHH U Mpenaparbl MUKO(EHOIOBOM KUCIOTHI), KOTOPHIE
UHTUOMPYIOT ~ CHUHTE3  HYKIEOTHIOB, UYTO MPEJOTBpAIIacT  KIOHAIbHYIO
nponudepanuo T-mumdouuToB; 5) MHIHOUTOPHI KO-CTUMYJIHPYIOIIET0 CUTHANA,
CIUHCTBEHHBIM  MPEACTABUTEIEM  KOTOPBIX B KJIMHHYECKOH  Hedpo-
TPaHCIUIAHTOJIOTHH sIBIIIeTCs Oenaracent [91].

Bo3pacTHoe COOTBETCTBME JIOHOpAa M PELMIHMEHTAa SBIAETCS BaXXHBIM
(bakTopoM yBeIMUYEHHUS TOTECHIIMATILHOTO MPUKUBaHUS oprana [91].

Kak nnuTenbHO NPOBOAUTH HMMMYHOCYINPECCHUIO TMOCTE€ TpaHCIJIaHTAluU
nouku? Tak, AWM. CymkoB, M.M. Kabak c coasr., 2019, y 15 u3 30 nanueHToB
pPaHO OTMEHSJIM LMKJIOCIIOPUH — B CpelHEM uepe3 6,8 rona B OTHAJIEHHBIE CPOKU
[85]. OTO yny4mmiao pe3yabTar Je4eHusl.

Bompocsr ces3u XITH ¢ conuanbHBIMU U TICUXOCOIUATBLHBIMEU MPOOIEMaMu
MOCTOSIHHO aHaim3upyrorest [20]. Uucto comaruueckue mpoOIeMbl BKIIFOYAIOT
OTCTaBaHHE B POCTE, MOJOBOM Pa3BUTUHU, KOCTHBIE Je(POpMallMH, KOCMETUYECKUE
npobnemsl. D. JloliMaH yka3bIBaeT, YTO MPOOIEMbI, HETIOCPEICTBEHHO CBSI3aHHBIE C

Tepalmeﬁ — OTO CTpECC, 6OJII>, JaCTOC€ HAXOXIACHUE BHC AOMa M CEMbH, 4aCThbIC
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MNPOMYCKM IIKOJbI, HHU3Kasl CIOPTUBHAs AaKTUBHOCTh WM €€ OTCYTCTBHE,
conanbHas u3onsius [20].

[lcuxonoramMu yCTaHOBJIEHO, 4YTO Yy4yeOHasi MAESITENbHOCTb YXYIIIAeTcsl ¢
TeueHneM (OPMUPOBAHHMS COMATUYECKOTO 3a00JIeBaHUs, COMPOBOXKAACTCS
BBICOKOM  YTOMJIIEMOCTBIO,  MEMJIEHHOM  MEpEeKII0YaeMOCThIO,  BBICOKOM
YYBCTBUTEJIBHOCTHIO K  3aMEUYaHUsIM, OMOIIMOHAIILHOM  HEYCTOMYMBOCTHIO,
BBIPAKEHHON HEBHHUMATEIIBHOCTHIO. DTH JIETHM 4YacTO HE MNPUBJICKATEIbHBI IS
JIpy3€eil CBOEH «HEHAIe:)KHOCThIO» [20].

Oco00EHHOCTH TICUXOJIOTMYECKOrO CTaTyca JeTeH, CTPAJaloIIuX XPOHUYECKOM
MaTOJIOTHEN, JABHO MHTEpPECYroT wucciaegoBarened [17]. Takume mnanueHTs
OTIIMYAIOTCS BBICOKUM YpPOBHEM TpeBOXHOCTH (70% mamueHToB), HHU3KOM
HEYCTOMUYMUBOM CaMOOIIEHKOM, MIKOJBHBIMU TPYAHOCTSIMU M KOMMYHUKATHBHBIMHU
npoOiemMamMu, JETCKUMH CTpaxaMmH, BHICOKUM YpoBHeM arpeccuu. MccnenoBanus
CaMOOTHOIICHHS MJIQJIINX TOJAPOCTKOB C XPOHUYECKUMH 3a00JeBaHUSIMU Ha
npuMepe TNalUEeHTOB C XPOHUUYECKUMH miioMepyioHedputamu mnposenu T.B.
CBupugoBa u coasr., 2013 [80]. ABTOpbl MOIYEPKUBAIOT, YTO ISl XPOHUUYECKUX
OOJIbHBIX XapakTepHa Oomblas TPEBOKHOCTb, BHYTPUJIMYHOCTHAS
KOH(JIUKTHOCTh, HETaTUBHBIC TIEPEKUBAHUS, CBsi3aHHbIE ¢ Oonbro. IloapocTku c
XPOHUYECKUM 3a00JI€BaHUEM TMOYEK MPU MEPEX0/e OT JATEHTHOCTHU K IMyOepTaTy B
OOJbIIEH CTENEHH, YeM 30POBBIE MOAPOCTKH, OIIYIIAIOT COOCTBEHHYIO CIab0CTh
«S», He CcTaOWIBLHO OTHOCATCA K CBOEMY (DU3UYECKOMY «S1», HCHBITHIBAIOT
TPYAHOCTH B CaMOBBIPAKCHUHU, 3aBUCHUMBI OT B3POCIBIX, UYTO TPUBOAUT K
MH(AHTUIILHOCTH.

XIIH - Bemymass mpuymHa JUisi TepeBona pebeHka ¢ 3abojeBaHUEM
MOYETIOJIOBOM CUCTEMBI B CTaTyC WMHBAJIWJIA, YTO MpEBpallaeT M3HAYaIbHO YHUCTO
MEIUITMHCKYIO TATOJIOTHIO B COIMalbHYIO mpobnemy. Hamuume xpoHMueckoit
OOJIE3HH TOYEK OTPAKACTCS HA COIHMAIBHBIX YCIOBHUSX JKU3HHU, TIOHIDKAS €€:
OTPAaHUYCHHE  SMOLMOHAIBHO-IMYHOCTHOTO  OOIIeHUsT ¢  OJU3KUMU U
CBEPCTHUKAMHU, OTCYTCTBUE€ MPOAYKTUBHOM  JNESITEIBHOCTH, OrPAHUYCHUE

colMabHOM akTUBHOCTH [80].
38



TpaHcraHTanusl MOYKM MOXET caMa IO ce0e CIyKUTh NPUYUHONM HOBOIO
3a00JIeBaHMs, KOTOPOE HAYHET pa3BUBaThCA Mo3xke. [lepecaaka oprana comnpsikeHa
C MHOTOYMCJICHHBIMU COMYTCTBYIOIIMMHU COCTOSIHUSIMH, KOTOpBIE BIIUSIOT Ha
CEpJIEYHO-COCYIHCTYI0O  CHCTEMY W JIpyrue€  OpraHbl.  XpOHHUYECKas
HEI0CTAaTOYHOCTh IIPUMEPHO Yy /5 IeTeH BbI3bIBAET HAPYLIEHUE CIIyXa, 3pEHUsSI U Jp.
[155]. dusnonornyeckue HapylIeHUs, CUXOJIOTMUECKHE PACCTPONWCTBA BIIUSIOT
Ha IIKOJbHOE oOOydeHne, TmpodeCcCHOHATBHYI0 IOATOTOBKY, OOpa3oBaHUE,
TPYAOYCTPOICTBO, COLMATIBHYIO HHTEIPALIUIO U CEMBIO.

[To ganusiM Hartmann H. ¢ coasr., 2015, y o0cnenoBannbix 617 eBponeickux
B3pocibIX B Bo3pacte oT 21 no 35 net B 44% Hetr pabotsl. IlpuunHa kak pa3 B
(akTopax, MEPEYUCIEHHBIX BbIIIE. ABTOPHI JEJIAIOT BBIBOJA: JETH, MPOLIEILINE
TPAHCIUIAHTAIUIO, HY>KIAIOTCSl B MTOCJIEAYIOEM B JUIMTEIbHON peaOuInTaluu U B
JOJITOCPOYHOM OOECIEUEHUHU PEAIbHBIX BO3MOKHOCTEH M yCIIOBUI AJI 30pOBbS
OyTeM CAHUTAPHOTO TNPOCBEUICHMS,, HWHTEHCUBHOTO OOILIEHUS C JIMLAMH,
OCYUIECTBISIOIMMH YXOJ U y4acTUE€ B MPUHATUU PELICHHUH MO NPEIOTBPAILIECHUIO
ocJoxkHeHu# [155].

NHTepecHO OTMETHTb, YTO OOJE3HM MOYENOJIOBOM CHUCTEMBbI  (Kak
U30JIMPOBAaHHAsl TAaTOJIOTUsS), XOTS M BCTPEUAlOTCA B KAyeCTBE MPUUYHHBI
MHBAJIMJIHOCTH Yy JeTeil mpumMepHo B 10 pa3 pexe, yeM 001e3HU HEPBHON CUCTEMBI
U TICUXWYECKHE PAcCTpOMCTBA, T€M HE MEHee, JJi1 OOUIECTBAa 3TOT KOHTHHIEHT
COIMAJILHO 3HAYUMBIN [52].

Jleuenne nerert ¢ XIIH, B TOM 4wncie ¢ TpPaHCIUIAHTUPOBAHHOW IOYKOU
JIOJDKHO CITOCOOCTBOBATh HE3aBHCHUMOCTH IMaIlMeHTa (CIOCOOHOCTH I03a00TUTHCS
0 ce0e); yAOBIETBOPEHHOCTH OT MPOLECCOB COLMAIBHON JAEITEIbHOCTH U PadOTHI;
HOPMAaJIbHBIX COLMAJIbHBIX KOHTAKTOB: JIPy3€i, MapTHEPOB, CBOer cembu [20].

Pe6enok-noapocrok ¢ XITH momkeH cTarh MOTHOIIEHHBIM YWICHOM OOIIECTBA.

3akJ/Il0ueHue 1o riase.
B nerckoi npakTUKe OCHOBHBIE PUYMHBI, TpUBOAAIINE K pa3Buthuio TXIIH —

BPOXKICHHEBIC O6CTpYKTI/IBHBIC ypo1naTuu, HaCJICACTBCHHAA IMATOJIOTHA IIOYCK, PEIKE
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XPOHUYECKHE  TIIOMEPYJIOHEPPHUTHI, TEpPBUYHAS  OKCATYpHUs, BTOPUYHBIC
JIOMEPYJOHE(DPUTHI TPH TEMOPPArudecKOM BaCKYJIUTE, CHUCTEMHON KpacHOU
BOJTYAHKE W JIpyTasi HaTOJIOTHSI.

TpancnnanTanus novyek y gered — Oosbinoe goctkeHue B paszsutuu 3I1T.
OngHako H3BECTHO, YTO XOpPOIIO MPOBEICHHAS XUPYPrUuecKas OIepanus IIo
nepecajke IMOYeK JajeKo HemocTaToyHa Jyuisi obecrneueHust ycrexa. He menee
BAKHBIM  SIBIIICTCSL MPABUJIIBHOE JJIUTEIbHOE (B TEYEHUE MHOTHUX JIET)
MEIUIMHCKOe  HaOmonenue. [loMuMO  4YHMCTO  MEIMIIMHCKUX  aCIEKTOB
MPOCHEKTUBHOTO HAOIONCHUS 32 PEOCHKOM C MEPECaKEHHON MOYKOM, Ba)KHOE
3HAUYEHWE HMMEET BO3BpAILEHUE €ro B COLUYM, OOECIEUEeHHE €ro JOCTOMHOMN
YKU3HbIO, KOTOPOU KUBYT €0 CBEPCTHUKU, IPY3bsl.

AHanu3 nuTeparypbl MOKas3ajl, YTO BO BCEM MHUPE JOCTAaTOYHO YETKO
BbIpaboTaHa TakThka BefneHuu aetedl ¢ XIIH — koHcepBaTWBHBIN 3Tam, NEpPeBOj
peodenka Ha 3IIT (B coBpemennbix ycnoBusix 510 [IAII/l), mpoBeaeHue
TpPaHCIUIAHTAIlMU MOYKU (TMepecajka opraHa JIOJKHA OBITh JOCTYIHA BCEM, KTO B
ATOM HYXIAETCS ).

Opnako ocTaeTcd €1e MHOIO JOCTaTOYHO Ba)XHBIX BOIPOCOB B 3TOH
npoOnemMe JUisi  TPOBENCHMS] HACTOSILETO0 HUCCIENOBaHUA. ODTO HM3yYEHHE
pernonansHbiXx ocodenHoctedt XbII, XIIH, 06001enne MeTo10B BEICHUS JETEH C
XBII 3-5 cT. 1 NauMeHTOB C NMEePECAKEHHON TTOUYKOM.

BaxxnbiM acniektoM octaercs npodunaktuka nepexona OIIIT B XBII, a Takxke
3aMeIJICHUE  TMPOTPECCUPOBAHUS  XPOHUYECKOTO  3a00JIeBaHUS  TMOYEK U
dbopmupoBanus TXITH.

NunuBunyansnoe Beaenue nereid ¢ XBII ¢ yderom cramum OGomesHH,
CONYTCTBYIOIIEH TMATOJIOTHH, BO3HUKAIOIIMX OCJIOKHECHHI Ha TEPaANuI0 TaKkKe

COXPAaHACT CBOIO aAKTyaJIbHOCTD.
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I[naBa 2. XapakTepucTHKa NAIUEHTOB U METOAbI UCCJIETOBAHUS

Jucceprainmonnas pabora BeinonHeHa B TedeHue 2009 — 2018 rr. Ha Oaze
ypoHedponorudeckoro 1entpa Camapckoil 00JaCTHOM KIMHUYECKON OOIBHUIIBI
uMm B.JI. CepenaBuna (rmaBuwiii Bpau JI.H. Kymmos, ¢ 2019 r. — npokrop
MenuuuHcKkux HayK A.C. bensin). OCOOGHHOCTH LIEHTPA COCTOSIT B TOM, YTO B HETO
BXOIST OTHEJCHUS JIETCKOM HEePpPOJOrMM U YpOJIOTHH, a TaKXe MalaThl
WHTCHCUBHOM Tepanuu, B KOTOPHIX OKAa3bIBAIOTCS BCE BUJIBI 3aMECTUTEIIbHOU
MoYeyHoM Tepanuu (TeMoAMaliu3, TMEPUTOHEATbHBIM JOHUaNu3, MPOJJICHHAS
remoanaduIbTpalu, miazMadepes).

Ha 0a3e nenTpa u KOHCYJIbTaTUBHOM MOMUKIMHUKM Camapckoil 00JacTHOM
kimuHandeckot  OonpHHIBI uMMeHM B.JI. CepemaBuna (COKB) mpoBeneHo
HaOJIIOICHHUE IETEH C ePECaKeHHOU MOYKOM.

PaGora BbINOJIHEHA B HECKOJIBKO JTallOB PETPO- M MPOCIEKTUBHOTO
HaOmozeHusl. PeTpocnekTuBHO MpoaHanu3upoBaHbl npuyuHbl pazsutus TXIIH y
51 pebenka Camapckoit odnactu ¢ 2009 no 2018 rox (10 net). Bo3pact nereit 6bu1
OT poxaeHus 10 18 mer.

ITpoBonst HacTosimue HaOmronenus aerei ¢ XITH, Mbpl uMenu BO3MOXKHOCTD
BCTPETUTHCS C HECKOJILKMMU BapUAHTaAMU PA3BUTHS KIMHUYECKUX COOBITUH.

[TepBbIit BapuaHT — AeTH OBLIM B3SATHI Mo HaOmoaeHue B coctostHuu XbIT 3
CTaJM1, TIPOJICYCHBI TOJHKO KOHCEPBATUBHBIMU METOJAMHU, Y JAHHBIX MAIIUEHTOB
yaaBajoch caepkuBarh mporpeccupoBanne XbII Ha ¢one HedponmpoTekTHBHON
cTpareruu. Btopoii BapwaHT TeueHus 3aboneBanus Obu1 y geredt ¢ XBII c
MPOTPECCUPYIOIIUM TPOIECCOM M TMOTEHIMAIbHBIM IEPEBOJIOM Ha IIJIAaHOBYIO
3aMecTuTeNbHYI0 Toueunyto Tepanuto (311T), rmaBabM 00pa3oM Ha MOCTOSTHHBIN
amOynaropHsiii neputoHeanbHbli Auanu3 (ITAIL]). B mocnemqyromeM u3 o61iero
gyyciaa 3TUX JIeTed Oblia BbIACJICHA Tpymiia MalueHTOB C TPaHCIJIaHTHPOBAHHOMN

MOYKOM (omucaHue B V 1iase).
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2.1 [Im3aiin  uccaenoBanusa. OOmas  xapakTepucTuka TIpynn

00cJIeI0BAHHBIX AeTeH

JluccepTraliMOHHOE MCClIe0BaHUE ObUIO BBIMOJIHEHO Ha MpoTsbkeHuH 10 ser
U BKJIIOYAJIO B c€0sl HECKOJIBKO ATAroB.

Ha nepBoM 3Tamne (peTpocneKTUBHBIN) HaMU ObUIM M3Y4Y€HBI €KETOIHBIC
otdetsl otaenenus Hegponoruu COKbD um. B.JI. CepenaBuna. C 2009 o 2018 rr.
B OTJeseHrne noctynuiao 9632 mamuenta, B Tom uucie 357 nerei ¢ XIIH (3,71%),
123 (1,28%) manuenta ¢ octpbiM mnoBpexaeHueM nodek (OIIII). Jderu ¢ XIIH
IIOCTyNaJdu €KErOJHO, HEPEIKO HECKOJNBKO pa3 3a roa. B cpemHem B ron
HaOmoganuch 35 manueHToB. Mbl u3yuunu ucrtopun Oonesnu npereir ¢ XITH,
Haxozgsumxcs Ha 3IIT (51 pebenok). [ mpoBeieHus: peTPOCIEKTUBHOIO aHAJIN3a
JMaHHBIX uctopuil Oone3nu mnarueHToB ¢ OIIIl ucnonb3oBanmu MeTOH CiydaitHON
BBIOOPKH (Kaxk1asi 2-s1 UCTOpHsi O0JIE3HN).

OCHOBHBIMM 33JjlauaMH TIEPBOTO dTama ObUIM: aHajlu3 pPEruoHaJIbHON
CTPYKTyphl npuuuH pas3Butuss TXIIH y nerei; n3ydeHue OTHATIEHHBIX HCXOIIOB
OIIIT u remonutuko-ypemuueckoro cunapoma (I'VC) y nereit. Orenka pucka
dbopmupoBanus XbIl y mamuentoB, mnepenecmux OIIIl, mnporro3upoBanue
nporpeccupoBanuss B XIIH. A Takxke paspaboTka croco0a JUarHOCTUKH
nopakeHus OT/ieN1a HepoHa.

Ha BTropom (mpocmekTMBHOM 3Tame) u3ydeHbl nanueHtsl ¢ XbIT 3-5
ctaauii (n=72), cocTaBUBIIKE OCHOBHYIO Ipynny uccienaoBanus (I rpymnma, n=28)
— netu ¢ XbII 3—4 craauii, nponedyeHHbIe KOHCEPBATUBHBIMA METOAAMU U T'PYIIILY
cpaHenusi (I rpynmma, n=44) — mnammentel ¢ TXIIH, mnorpeboBasime
3aMECTUTENIbHBIX METOJIOB Tepanuu wWiu nepecaaku nouku. Il rpynma Obuia
paslenieHa Ha JABE MOATPYIMIbl B 3aBUCUMOCTH OT MCIOJIb30BAaHHBIX METOJIOB
neuenus: I[A — netn Ha auanmu3HoMm dTane HaOmoneHus (n=23), [Ib — manuenTs! ¢
TpaHCIUTaHTaluel nouku (n=21).

Kontponsnyto rpynmy (III rpynna, n=30) cocraBmmm getu ¢ XbII 1 cr.
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Jln3aliH uccneqoBaHus IPEACTABIECH Ha puc. 1.

I 9TAII (perpocnexkTuBHblii) 2009-2018 rr.

AHanM3 peruoHaIbHON CTPYKTYphI mpuunH pa3Butus TXIIH y nereii (n=51)

AHanu3 oTAaJIeHHbIX UcxXoA0B y aereit, nepenecmux ['YC, OIIII (n=61)

®opmupoBanne XBII (n=29)

310poBbIe 1eTH, IEPEHECIINE
OIIII B anamuese (n=26)

'

Onenka pucka popmupoBanus XbII1

PazpaboTka cnocoba TMarHoCTUKH
nopakeHus oTiesia HeppoHa

II OTAII (mpocnexkTuBHbIii) 2009-2018 rr.

Hauuentsl ¢ XITH (XBIT 3-5 cranumit) (n=72)

/\L

I rpynna (ocEOBHaﬂ) II rpynna (cpaEHeHnﬂ) I rpynmna
Hetu ¢ XbII 3-4 cranun, Hetu ¢ XBII 5 craguun (KOHTpPOJIbHAS)
Ha KOHCEPBAaTUBHOM (n=44) Hetu ¢ XBII 1 cragun
JTarne HaOIIOICHUS (n=30)
(n=28)
IIA IIb
Jetn Ha Hetu ¢
JTAATU3HOM | TIEPECAKEHHON
arane ITOYKOMN
HaAOIOICHUS (n=21)
(n=23)
A 4 ¢ ¢

MOHI/ITOpI/IHF KIIMHUYCCKHX HpOHBﬂeHHﬁ, OCHOBHBIX ITapaMETPOB roMeOCTasa,
HMMYHOJOIHMYCCKUX JAHHBIX, IICUXOJIOTHUYCCKOC TCCTUPOBAHHC

AHanu3 pakTopoB HEOIATONPUSATHOTO MPOTHO3A

Coznanre MHOTO(AKTOPHBIX Mojieiel peanbHoro TeueHus XbII ¢
IPOTPECCUPOBAHUEM

Pa3paboTka WHAMBHIYaIBLHOTO MOAX0/1A

Puc. 1 Au3zaitn ucciaenoBaHus
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W3ydeHHble maleHThbl ObUIN B BO3pacTe OoT poxkaeHus a0 18 net, 4 pedeHka
obuTH cTapuie 18 net (4 mogpocTKa ¢ nepecakxeHHOM MOYKOil).

OCHOBHBIMH 337layaM{ BTOPOTO dTara MCCIENOBaHUS ObLIM: MOHUTOPHHT
KIMHN4eckux mnposisneHnid XIIH y nerel, OCHOBHBIX ITapaMeTpOB IrOMEOCTa3a U
MPOBEJICHUE  IICUXOJIOTMYEeCKoro  TectupoBanus. OueHka 3¢hdexkTUBHOCTU
MOCTOSIHHOTO amMOysaTopHoro neputoHeanbHoro nuanusa (ITAII/]) kak ocHOBHOTO
METO/J]a 3aMECTUTEIbHON NMOYEYHON TEepanuu MpHU MOATOTOBKE K TPaHCIUIAHTALUH
nouku. AHanu3 (PakTOpoB pHUCKa HEOIArompUSITHOTO TMPOTHO3a (KIMHHUKO-
aHAMHECTUYECKHUX, BO3pacTHbIX, MeTabonudeckux) y aeteit ¢ XbII 3-5 craguii.
Cozmanne  MHOropakTOpHBIX  Mojened  peanbHoro  TedeHuss XbII ¢
IIPOTPECCUPOBAHUEM C OLEHKOW ONTUMAJIBHBIX ITOJIX0I0B K KOPPEKIUH JICUEHUS.

O0600uMB BCE TMOJNYYEHHBbIE JaHHbIE, MbI pa3padoTanu MOAXO0A K
WHIUBUyalIbHOM TIpoduiakTuke mporpeccupoBanuss XbII B rpymmax BbICOKOTO
pucka 1o paszsuturo TXIITH.

Camxenue ckopoctu kinyooukoBoid ¢unsrpanuu (CK®) — ocHoBHOU
nokasaress s onpenenenus ctaauu XbII mo K/DOQI, 2003.

Kpurepuu BK/II0YeHHsI OOJBHBIX B KJIMHHYECKOE MCCJICI0BAHUE
(mpocriekTuBHBIM 9Tan) mnsg | rpynmel  HaOMIOACHUS OBUTM  CIIEAYIOIIMMHU:
UH(GOPMUPOBAHHOE COIVIaCHE POJUTENICH Ha y4yacTHE B HCCIICAOBAaHUU; HaJIU4HE
KJIIMHUYECKH U JlabopatopHo noareepxkaeHHon XbII 3—4 cranuu (camxenne CKO
> 60 mr/mun/1,72 M%); HCIIOIB30BaHNE KOHCEPBATHBHOM TEPAITHH.

[Tomumo ocHoBHOrO Kputepusi — ypoBHs CK®, Mbl yuuTHIBaIM U WHBIE
KJIIMHUKO-TabopatopHble mnpusHaku XIIH B Buzme aHemuu, aprepuanibHON
TUIEPTEH3UH, TUIIONPOTENHEMUN U IPYTre MPU3HAKH, HE3aBUCHUMO OT OCHOBHOTO
3a0oseBaHusl, MpUBeAIEero K pa3Butuio XbII.

Kpurepusimu Briroduenust marnuieHToB Bo Il rpynmy wmccnemoBanusi ObuTH:
cumxenne CK® mmke 30 wmuw/mun/1,73 ™%, HHGOPMHPOBAHHOE COIIACHE
poIuTeNeil Ha y4acTHe B MCCIIECHOBAHUM; TPUMEHEHUE 3aMECTUTEIbHBIX METO/IO0B

tepanuu (IIA) nnu nepecanka nouku (IIb). Kpurepuem Bxmouenus B 111 rpynmy

44



(KOHTPOJIbHYIO) OBUIM HANWYHUE KIMHUYECKH M JaOOpaToOpHO MOATBEPKICHHON
XBII 1 craguu (CK® > 90 mi/mun/1,72 m).

Kputepuem uckmrouenus u3z uccneaoBanus (I, I1 rpymmsl) ObutH manueHTsl ¢
HavaIbHBIMU cTaausamu 3a0oneBanus — XbI1 1-2 craguii (CK® > 60 mu/mun/1,72
M), UL BCEX TPYII MAlHEHTOB — OTKAa3 POAHMTENCH peOCHKAa OT IPOBEICHHUS
HAy4YHOT'O UCCIICIOBAHUSI.

Bce nannble mpoaHanu3upoBaHbl KakK MPU PETPOCHEKTHUBHOM, TaK U IPHU
MPOCIIEKTUBHOM HAOJIOICHUH JIMYHO aBTOPOM.

Pacnpenenenue nereit mo Bo3pacTy MpeAcTaBieHO B Tabaule 3.

Tabnuua 3
Pacnpenenenue gereii ¢ XbII mo Bo3pacry
Bospact I'pynnsi 00c/1e10BaHHBIX AeTel v, p*
(rozr) OcHoBHas I'pynna I'pynma | KoutponbHas
rpymnma CpPaBHEHHS | CpaBHEHUS rpyImrma
[(n=28) | I A n=23) |IIb(n=21) I (n=30)
0-3 4 3 3 4 v*=0,56
(14,2%) (13,0%) (14,3%) (13,3%) p=2,32
4-7 7 6 4 7 v’=4,18
(25,0%) (26,1%) (19,0%) (23,3%) p=0,08
8-14 12 10 7 14 v*=525
(42,9%) (43,5%) (33,3%) (46,7%) p=0,06
15-18 5 4 3 5 v*=2.54
(17,9%) (17,4%) (14,3%) (16,7%) p=0,31
> 18 - - 4 .
(19,0%)
x?, df 3, * nocroeproCTh IIpH p<0,05

Cpeau rpynn oOcCJeIOBaHHBIX JI€TE€l MO BO3PACTy JOCTOBEPHOM pa3HULIBI
MBI HE TIOJTyYMJIM, BO BCEX M3YUEHHBIX Tpynmnax npeolianany marnueHTs 8-14 ner
— 43 pebenka (42,2%, %’=5.25, p>0,05). UckiIo4eHne COCTABHIA BO3PACTHAS
kareropus > 18 neT — 4 mopoCcTKa, KOTOPHIM NepecaKa MOYKH Oblia Mpou3BeIeHa
B CamapckoMm IIeHTpe TpaHCIUIaHTAallMu B Bo3pacte Oonee 18 ner. 17 nersm

TpaHCIUIaHTaIs OblIa NpoBeaeHa B I. Mockae.
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TakuMm 00pa3oM, 3HAYMMBIX CTATUCTUICCKUX PA3TUINN MEXITY TPyNIaMu HEe
OBLJIO BBISBJICHO.

Cpeau u3ydeHHBIX MalMeHTOB HECKOJIBKO MTpeodiaiaiiy Malbuuku (Tabmauna 4).

Tabnuua 4
Pacnpenenenue gereii ¢ XbII mo mosy
[Ton I'pynnsl o0c/ie10BaHHBIX AeTeH v, p*
OcHoBHas ['pynna I'pynna | KonTposnbHas

rpyrmmna CpPaBHEHHUs | CpaBHEHMS rpymra
[(n=28) | I A (n=23) |II b (n=21) I (n=30)

MYXKCKOU 16 13 11 15
(57,2%) (56,5%) (52,4%) (50,0%) v*=3,17

KEHCKHH 12 10 10 15 p=0,41
(42,8%) (43,5%) (47,6%) (50,0%)

x?, df 3, * nocroBeprocTh pH p<0,05

[lo maHHBIM psila aBTOPOB MYKCKOW TOJI SIBJISIETCA OMAHMM H3 (aKTOPOB
pucka ¢gopmupoBanust XbII y nmereit [227, 173, 154]. B namem uccienoBanuu
npeobiajaHue  MaJbdIMKOB  OBLIO  HE3HauuTeNbHBIM —  53,9%, p>0,05.
CTaTUCTUYECKH JOCTOBEPHBIX PANMUMNA MEXKAY TpyNImamMu JeTed Mo oy
BBISIBJICHO HE OBLIO.

TakuM o00pa3oM, TO MOy W BO3pPACTy HCCIEAyEeMbIE TpYMNIbl ObLIU

COIIOCTaBHUMBEI.

2.2 MeToabl UCCJIeI0BAHUSA

OOcnenoBanue W JiEUEHHE JETEed MNPOBEACHO MO CTAHAAPTY OKa3aHUs
MeAuIMHCKOM  momomu  OonmbHbIM ~ XIIH, yTBepkaeHHOMYy B MpuUKase
MuHucTepCcTBa 30paBOOXPAaHEHUs U colanbHOTO pa3BuTus Ned47 ot 8 uronsa 2005
roga [71]. Mbl mnpoaHaNUM3UPOBAIM  KIMHUKO-aHAMHECTUYECKHE JIaHHbIC
MalMEeHTOB; MW3YYWIM KIWHUYECKUWA CTATyC C OILIEHKOM aHTPONOMETPUYECKUX
nokasarejieil U JaHHbIX (PU3UKAIBLHOTO 00CiieoBaHUs (HAJU4Yhe WU OTCYTCTBHE

KIMHUYCCKNX CUMIITOMOB I[e(l)I/II_II/ITa HI/ITaHI/Iﬂ).
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JlabopaTopHble MeTOABI HCCJIEI0BAHMA ObUTH MPOBEIEHBI B 1a00paTOPHUIX
COKBb wum. B.JI. CepenaBuHa: KIMHHMKO-JUWAarHoCTUYECKas Jaboparopus (3aB.
naboparopueii, k.M.H. H.B. BononbsinoBa), uMMyHonoruueckas gaboparopus (3aB.
naboparopueii, k.M.H. H.H. Kpacnoa), B Hacrosimee Bpems — Llentp
naboparopHoii nuarnoctuku (3aBeayromas E.E. [lotakuna).

[IpoBeneH KOMIUIEKC OOIIEKIMHUYECKUX U OMOXMMHYECKUX HUCCIEAOBAHUM
CBIBOPOTKM KpOBHU (HccliefoBaHue oOmero Oenka, ampOymuHa U (pakuui
I100YJIMHOB CHIBOPOTKH KPOBHM, MOUEBUHBI U KPEATUHUHA, DJICKTPOJIIUTOB — KaJIU,
HaTpusl, KaiubliMs, MarHud, (ocdopa, ypoBHS TpaHCAaMHUHA3 MU JIp.) U MOYHU
(onoxumuueckuit aHamuzarop «Olympus AU 640», SAnonwms). Ilomumo
00s13aTeNIbHBIX MapaMeTPOB OMOXMMHUYECKOTO aHall3a KpOBU y psla MallEeHTOB
ONpEAENSIA MMAPATTOPMOH B CBHIBOPOTKE KPOBH. B INepuTOHEAIbHOW >KHUIKOCTH

HU3y4dajii COACPIKAHUC 6CJIKa, OHTO3.

CrnenuajibHble METOABI.

1. MetonoM UMMYHOGITYOPECIICHIIMH KJIETOK OMPEISIsUTH JIUMQPOIUTHI U HX
CyOnomyJsiliul C TOMOIIBI0O MOHOKJIOHAJIBHBIX aHTUTEN K (DEHOTUIMUYECKUM
MapKepaMm, MEUEHHBIX (QIIOOPECIIUUH-5-U30THOIIMAHATOM W (PUKOIPUTPUHOM
(ucnonp3oBanu  npotouHblii  muToMerp  «Epics-Profile»  («Coulter») wu
nuarHoctuueckue Habopel «Simul Set IMK Lymphocyte»). Onpenensim
cnenyromue nonymsiua  T-mumdonmros: CD3, CD4, CD8, CD19, a Takxke

UMMYyHoperyisTopHbiii nuajekc: CD4 / CDS.

2. MHccnenoBanue o,-MUKpOIIOOyJMHA — HU3KOMOJIEKYJISIPHOTO —Oeika
CYTOYHOM MouM (METO KMHEeTHYecKoi Hedenomerpun Ha anmapare «IMMAGE®

(Beckman Coulter, CIIIA)) [172].

3. Onpenenenne CK® o merony [Bapua [20, 21]:
- yaereu | -2 rona:
CK® = 40x gnuna Tena (cM) / KpeaTUHUH TU1a3Mbl (MKMOJIB/J);

- yaerei ¢ 2 10 12 et u y neBouek crapuie 12 ner:

47



CK® = 49x nnuna tena (cM) / KpeaTUHHH T1a3Mbl (MKMOJIB/JT);
- Y MQJIBYUKOB cTapuie 12 ser:

CK® = 62 x nynuna Tena (CM) / KpeaTHHUH I1J1a3Mbl (MKMOJIB/J).

4. AHKeTUpOBaHME ACTEU C UCIIOJIB30BAHUEM IICUXOJIOTUYECKHUX TeCTOB — 40
nerei (26 nmarmentoB ¢ XbII u 14 nereil ¢ nepecaxeHHON TOYKOH ).

ITockonpky mamumentsl ¢ XbII HaxomaTrcs B conmyme, HaMm XOTEIOCh
YTOUHUTH IICUXOJIOTMUECKHE OCOOEHHOCTH OOIIEHUs y TaKuxX OOJbHBIX. B cBsi3M ¢
ATUM JJI1 OUEHKH CTENEHU TPEBOKHOCTH y nauueHToB ¢ XITH Obuta ncnonbs3zoBana
cucrema camooneHnku Y.J[. Crounbepra um FO.JI. XanuHa, oIeHHUBaromas
PEaKTHBHYIO U JINYHOCTHYIO TPEBOXKHOCTB [55].

[Ixana camoouenku Y.JI. Cnimnbepra u FO.JI. XaHuHa 1Mo3BOJIIET OIEHUTH
PEAaKTUBHYIO U JIMYHOCTHYHO TPEBOXHOCTh. JIMYHOCTHAs TPEBOXKHOCTb — OTO
CBOICTBO JMYHOCTH, YCTOMYMBAs XapaKTEPUCTUKA CaMOI0 peOEHKa, MMEOUIETO
CKJIOHHOCTb ~ BOCHPHHHMMArTh OOJBIIMHCTBO CHUTyallMii KakK YrpOXKarollue.
PeakTuBHass TPEBOXXHOCTb — 3TO TPEBOKHOCTh, CIPOBOIMPOBAHHAs KakKoOH-JINOO
cuTyaluen (CUTyaTUBHAs TPEBOKHOCTH), BO3HUKAET KaK SMOLMOHAIbHAS PEaKIIUs
Ha CTPECCOBYIO CUTyalHio [76].

Pe3ynbrarel TecTa olleHMBAJIM B Oauiax clieayromuMm oOpazoM: a0 30 —
HU3Kasi TPEBOKHOCTh; 31-45 — ymepeHHasi TpeBOKHOCTh; 46 n Gojiee — BbICOKas
TPEBOXKHOCTb.

Hcnonp3oBan  TeCT KOMMYHMKaTMBHbBIX yMmeHud JI.  MuxenbcoHa
(amanranus Tecta H0.3. T'mnpbyxa) [56]. CnenuanbHbI OMPOCHUK COACPKUT 27
KOMMYHHUKAaTUBHBIX CUTyallUld U peOeHKy Mpeasiaraetcsi 5 BO3MOXKHBIX BapUaHTOB
OTBETOB. B TaHHOM TecTe MpeAnoiaraeTcsl HEKUi ATaJOHHBIN BapUAHT IOBEICHMUS,
KOTOPBIM COOTBETCTBYET KOMIIETEHTHOMY, YBEPEHHOMY CTHIO. KpoMe 3TOro ecrtsb
HEeIpaBUJIbHBIE OTBETHl (3aBUCHUMBIA M arpecCUMBHBIM BapuaHThl). B wurtore c
MOMOIIBI0  KJIF0Ya  ONPEAENSIETCs  TUIl  pEarupoBaHUs  —  YBEPEHHbIU

(KOMITETEHTHBI ), 3aBUCUMBII U arpeCcCUBHBIN.
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[Ipumep Ttecra. Kro-nmub6o roBoputr Bam: «Mue kaxkercs, uto Ber —
3aMeuaTeNbHBIN YeJI0BEK». Bl 0OBIYHO B MOMOOHBIX CUTYAITHSX:

a) ['oBopute: «Her, yto Bel! Sl TakuMm He SBISIOCHY.

06) ToBopute c ympiOKoM: «Cmacubo, s JEHCTBUTEIHLHO YEJOBEK
BBITAIOIITUICS.

B) ['oBopure: «Criacubo.

r) Hudero He roBopuTe U Ipu 3TOM KpacHEeTe.

n) losopure: «/la, 1 aymar, 4TO OTIMYAIOCh OT JPYTUX B JIYYIIYIO
CTOPOHY».

Y mnmamuentoB ¢ XbBIl oneHWBanM TECT HAa ONPEAEIEHUE YPOBHSA
obuuTenbHOCTH 110 B.®. PsixoBckomy [76]. YpoBeHb OOUTUTENHHOCTH YEIOBEKA —
3TO XapaKTEPUCTUKA €ro JMYHOCTH, OTpa)arollas CTENeHb MOTPEOHOCTH €ro B
OOIIIEHUHU, CTENEHb JIETKOCTH CXOXKJEHUS C HOBBIMH JIFOJbMHU, YPOBEHb
pa3roBOPUMBOCTH, YMEHHME Clyllarb. 1€CT JaeT BO3MOXHOCTb ONPENEIIUTH
YpPOBEHb KOMMYHHKAOEIbHOCTH uenoBeka. OH comaepxkuT 16 BOMpPOCOB C
BapUaHTaMU OTBETOB, OTPAXKAIOIIMX CTEMEHb MOTPEOHOCTH B OOIIEHHUH, CTEIIEHB
BO3MOXKHOCTH CXOXJI€HUSI C HOBBIMH JIIOIIbMHU, YPOBE€Hb PAa3rOBOPUYMBOCTU U
JIpyrue KOMMYHUKATUBHBIE TECTBHI.

Boimensor 7 ypoBHEW OOMIMTEIBHOCTH B 3aBUCUMOCTH OT KOJIMYECTBA
HaOpaHHbBIX OAJIJIOB.

1 ypoBensb (30-31 6ayu1). PeOeHOK HEKOMMYHHKAOCIIBHBIA U CaM CTpajaeT
OT 3TOr0. Bu3KuM J10/15IM HEIErKo 00IIaThCs C TAKUM PEOCHKOM.

2 ypoBeHb (25-29 6asuoB). [lareHT 3aMKHYT, HEpPa3rOBOPYMB,
MPEANOYUTACT OJMHOYECTBO, ¥ HEro Majo apy3eil. HeoOxomuMocTs oOmieHus ¢
HOBBIMH JIFOJIbMU HAJI0JITO BBIBOJISAT U3 PABHOBECHS.

3 ypoBenb (19-24 6aja). PeOeHOK OOIIMTENbHBIA M BHE 3HAKOMOM
00CTaHOBKE YyBCTBYeET ceOs BHoJiHE yBepeHHO. HoBbie mpobiembl He myraroT. 1
BCE€ K€ C HOBBIMHM JIIOJIbMU MAIMEHT CXOJUTCS C OIJISAKON, B CIIOpax M JIUCHYyTax

Y4aCTBYET HEOXOTHO.
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4 yposennb (14-18 6asioB). HopmansHbIli ypOBEHb KOMMYHUKA0EIIEHOCTH.
PeGenok mobo3HaTeNNeH, OXOTHO CIYIIAET HHTEPECHOT0 COOEeCEeTHUKA, TOCTATOYHO
TepHenuB B OOILIIEHUH, OTCTaUBAET CBOIO TOUKY 3peHUs 0€3 BCIbUILYMBOCTH. Maere
Ha BCTPEUy C HOBBIMU JIIOJIbMHU.

5 ypoBensn (9-13 6a10B). UpeaMepHbIii yPOBEHB 0OIIUTEIBHOCTH. PeOeHOK
JO0OMBITEH, PA3rOBOPYMB, JIIOOUT BBICKA3bIBATHCA IO Pa3HBIM BOIIPOCAM, YTO,
OBIBAET, BBI3BIBACT pa3ApakeHUE OKpYykaromux. OXOTHO 3HAKOMUTCSI C HOBBIMU
moapMu. JIoOUT ObIBaTh B IEHTpPE BHUMAHUS. MOXET BCHBUIUTH, HO OBICTPO
orxoauT. He xBaraeT yCHIUMBOCTH, TEPHEHUS U OTBArd MPU CTOJKHOBEHHH C
CepbE3HBIMU MPOOIEMAMH.

6 ypoBeHnb (4-8 6a)10B). PeOeHOK rumnepoOmuTenbHbiii. OXOTHO BCTYyMMaeT
B JIUCKYCCHIO TO JIFOOOMY BOMPOCY, JaXE €CIM UMEET O HEM MOBEPXHOCTHOE
npenacrasienue. bepercsa 3a mo0oe €m0, XOTs HE BCETJa MOXETE YCIEIIHO
JIOBECTH €T0 A0 KOHIIA.

7 ypoBeHb (3 Oasa u MeHblne). KoMMyHHUKaOCIBHOCTH HOCHT
Oone3HeHHbIN xapakTep. [lalueHT roBopiivB, MHOTOCIOBEH, BMEIIIMBAETCS B JIENa,
KOTOpbIE HE HMMEIOT K HEMY HHUKAKOTro OTHOIIeHHs. YacTo ObIBaeT MPUUUHOU

pa3HOro poja KOHGIMKTOB B OKPYXXEHUU. BCHbulbuMB, OOMIYUB, HEPEIKO

HEOObEKTHBEH.
S. AHKETUpOBaHHE CeMel MalMeHTOB C TMepecaxeHHoM moukoit (20
cemeit).

NucTpymeHTanbHble MeTOAblI BKiIouanu Y3U-nuarHoctuky (ammapar
«SonoScape»); PEHTTEHOJIOTHYECKYIO JMArHOCTHKY, JICHCUTOMETPHUIO
MUHEPAIBHOW TJIOTHOCTH KOCTHOW TKaHHU C MOMOUIBIO BBICOKOUYBCTBUTEIHLHOIO
MeTola JABYXdHepreTuueckor abdbcopOuuomerpuu Ha geHcutomeTpe «LEXXOS
DR» (®panius).

JInsi OLEHKM COCTOSIHUSI CEpJIeYHO-COCYIMCTOM CHCTEMBI HCIOJIb30BaIU

9KT’, 9x0KT.
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CraTucTnyecKue MeTObl.

Hns  00pabOTKM  TOMYYEHHBIX  KOJIMYECTBEHHBIX M  KauyeCTBEHHBIX
nokasarejeil B paboTe HCIOJIb30BaHbl METO/bl CTAaTUCTUKU M MHOTO(AKTOPHOTO
aHaJIM3a MOJEIIEH.

[Ipy »TOM TmNpUMEHANM TapaMeTpUYeCcKue U  HemapaMeTpUYECKHe
CTaTUCTHYeCKue MeToabl. sk  cpaBHEHUsT  pe3yJIbTaTOB  MCCIEIOBAaHUM,
pacmpesiefieHue KOTOPhIX OTIMYAIOCh OT HOPMAJIbHOTO, ObUIM MPUMEHEHBI
HerapaMeTpUUeCKUe KPUTEPUU CTATUCTUKH: MeAauaHa (Me) U MeXKBapTHUIbHBIN
pa3Max (25-75%o).

[Ipn olneHKe HemapamMeTpUYEeCKUX IOKa3aTeneil, Mbl Hucnoib3oBaiu U-
KpuTepuil MaHHa — YUTHH NIpU CPaBHEHUU ABYX HE3aBHCHMBIX I'PYIII IO OJHOMY
IIPU3HAKY, a TaKXe HemapaMeTpuyeckud aucnepcuoHHeli aHamm3 ANOVA
(Kruskal-Wallis) mmm xputepuio ° IpH CPaBHEHHH TPEX U OOJee HE3aBHCHMbIX
TPy 00 OAHOMY MPU3HAKY.

Kputnueckum ypoBHeM 3HAYUMOCTH (p) cuntanu 3Haderue 0,05.

C menbl0 MaTeMaTHYECKOTO MOJEIMPOBAHUS MCCIEIYEMBbIX IPOIECCOB
OPUMEHSUITA ~ CHUCTEMHBIH ~ MHOTO(AKTOpHBIH  aHanmu3  [94],  BeUHCIAIH
OTHOCHUTEJbHBIE PA3HULBI IOJYYEHHBIX CPEIHMX IOKA3aTEIEH B pa3IMUYHbIE CPOKU
HaOJIIOACHUS MEXTY HOPMUPOBAHHBIMU BEJIMYMHAMU, TAKUM 00pa30M OINpEAesiv
peanbHOoe Teuenue XBII ¢ nporpeccuposanuem (X;).

CreneHb 3HAUMMOCTHU BIMSIHUS €IMHUYHBIX MOKa3aTejed Ha MCCIelyeMbli
Ipolecc OMNpEeNeNsIi ¢ MOMOIIBIO BecoBoro koddduiumenrta (ko3ddunuenrta
BiusiHUSA) — Pj. [losydeHHble BeTMUMHBI O0OBbEIMHSIN B HHTETPaJIbHbIE MOKA3aTen
(B3BellIEHHbIE cpelHue) - Xgj. B urore mo pesynpTraTaM BBIYHUCICHUS CTPOUIIU

rpauuecKyro 3aBUCUMOCTb.

NupopMaTUBHOCT TPENJIOKEHHOTO CIOco0a JAMATHOCTUKHA TMOPAKCHUS
ormena HedpoHA OLEHUBAIA TPEMS KPUTEPUSMU — YYBCTBUTEIHHOCTHIO,

CHEIM(PUIHOCTHIO ¥ JUATHOCTHUECKON TOYHOCTHIO [34].
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[Tpu 5TOM BO3MOXKHBIE UCXOBI MOTIIM OBITH CIEAYIOUIIMHU:

A — WCTUHHO TOJOXUTEIbHBIA pE3yabTal — Haluuue 3a00JeBaHUs
COBIAJACT C MOJIOKUTEIIBHBIM PE3YIIBTaTOM;

B - 70XHO  TIONIOKHUTENBHBIM  pE3yapTaT —  HMHTEpHpeTanus
«TIOJIOKUTENIBHBIN» OTMEYAETCS JIML C HEMTOATBEPKACHHBIM TUAarHO30M;

C — 0XHO OTpULATENBHBIA PE3YNbTAT — UHTEPIPETALUS «OTPULATEIIBHBIN
y JIMI] C HOATBEPKIAECHHBIM JTUArHO30M;

D - UCTMHHO  OTpULATENBHBIA  pE3ylnbraT —  WHTEPIPETaLNs

((OTpHH&TCHBHBIﬁ)) Yy JIIII € HCMMOATBCPIKACHHBIM JTHAI'HO30M.

Jlanee pacCUMTBIBAIM MOKA3ATEIN:
UyBCTBUTEIBHOCTH (Sensitivity, S.) — 3TO BEPOATHOCTh MO3UTUBHOTO OTBETA Y

JiiI € IIOATBCPKACHHBIM JUAI'HO30M 3a00JICBaHUS

HNCTHUHHO ITIOJOKHUTCIIBHBIC PC3YIIbTAThI
Se= x 100%
J1ia C IMOATBCPKACHHBIM JHUAI'HO30M

YyBCTBUTEIBHOCTh METO/IA IOKa3blBa€T JOJMIO OONBHBIX, Yy KOTOPBIX
UCCJIEIOBaHNE JACT TIO3UTUBHBIN pe3ynbTar. Uem BbIIE UYYyBCTBUTEIHLHOCTH
MeTOo/a, TeM OH Oosiee 3PhEeKTUBEH.

Cneunduunocts  (specificity, S,) — 5TO BEpOATHOCTb OTPHULATEIBHBIX
PE3YABTATOB Yy JIUIL C HEMOATBEP)KICHHBIM JTUATHO30M:

WCTUHHO OTPHUIIATEIIBHBIC PE3YIbTAThI

S, = x 100%
JMia ¢ HCIIOATBCPKACHHBIM JUAIHO30M

Crnenupu4HOCTh METOAAa OIpEAeNseT OO JIMIl C HEMOATBEPKICHHBIM
IMarHo3oM 3a0osieBanusi. Yem Bbilie cnenuUYHOCTH METOAA, TeM OH Oolee
3¢ deKTUBEH.

JuarHoctuueckass TOYHOCTh MeTona (A.) — OTHOIIEHUE BCEX HMCTUHHBIX
pe3yabTaroB  (MOJIOKUTENIBHBIX M OTPUIATENIbHBIX) KO BCEM H3YYEHHBIM

nmanucHTam:
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HNCTUHHBIC PC3YJILTAThI
A .= x 100%
BCC O6CJIGI[OB&HHBI€ Jna

OcHOBHBIE TMOKa3aTelu, XapakTepusyromue d>PPEeKTUBHOCTh MeToAa
Teparuu, PacCUUTHIBAIA C MOMOIILI0 TAOIUIIBI COMPSHKEHHOCTH, YYUTHIBAIOIICH

BO3MOKHBIC UCXOJAbI JICYCHMA:

I'pynna Nzyuaemslii a3 ekt (ucxon) Bcero
Ectb Her
Nzyuaemas (1) A B A+B
KonTtponbnas (11) C D C+D

PaccunteiBasin otHomeHue mancoB (OR), koTopoe nmoka3bIBaeT BO CKOJIBKO pa3
BEPOSATHOCTh HEOJIAronpHUsATHOIO MCXO/la B M3y4aeMOM IpymIe BbIlIE (MM HUXE),
4eM B KOHTPOJIBHOM.

OR = (A+B) / (C+D)

3nauennss OR ot 0 10 1 COOTBETCTBYeT CHIKEHHIO pucka, O6ojee 1 — ero

YBEIUYECHMUIO.

OTHoIIeHrE IaHCOB, paBHOE 1, 03Ha4aeT oTcyTcTBUE Y deKTa.
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I'naBa 3. PeTpocneKTUBHBIN aHAIM3 NPUYUH TEPMUHAIbHOM
MOYeYHOI HerocTaTouHOoCTH Y AeTeil Camapckoro pernona. I'pynnbl

BBICOKOT0 PHCKA MPOrpeccupoBaHUs 3200/1eBaHUSA

3.1 AHa/IM3 peruoHaIbLHON CTPYKTYPbI Npu4yuH passutus TXITH

B ocHOBy naHHOro aHanm3a NOJOXEHO HaOmrogeHue 3a 51 OoJbHBIM
pebdenkom ¢ TXIIH ot poxkaenus no 18 netr. MccnemoBanue nposeneHo 3a 10-
netHud niepuoxa — ¢ 2009 no 2018 rr. Mcnonb30BaH KIMHUYECKUN apXWB, TAHHBIC
€KETO/IHBIX OTYETOB OT/EJIECHUS HE(PPOIOTUn.

B cocraB wuccnemyemon rpynmbel Bonum aetd ¢ TXIIH nHa sTane
3aMECTHUTENIBHOW IMOYEYHOW Tepanuu. bblin BKIIIOUEHBI B aHain3 npuunH TXIIH

CJIly4au ¢ JieTaJbHbIM HcxojoM (Bcero 11 cimydaeB) (Tabnuma 5).

TabOnu1a 5

OcHoBHbIE dTHOOTHYeCKUe NPpUYMHBI (popmupoBanus TXITH u

JIeTAJIbHBIX UCX010B Yy AeTel Camapckoro pernona (2009-2018)

[TaTomorus Ob6mee ynucino | Yucno ymepumx
OOJIbHBIX neren™
Aoc. (%) Aoc. (%)

BpoxeHHnble TOpOKH pa3BUTHS OPTraHOB
MOUYEBOM CHCTEMbI (THUIO- W JUCIUIA3Us
MOYEK, ruipoHedpos, y3bIPHO-
MOYETOYHUKOBBIN pPeIIIOKC)

30 (58,8%)

3 (27,3%)*

[TonukucTo3 mouek 6 (11,8) 3(27,3)
XpOoHUUECKUN  TyOYIOMHTEPCTUIUATbHBIN 5(9,8) -
Hedput

XPpOHUUECKUH TTIOMEpYIOHEePpUT 5(9,8) 2 (18,2)
XpoHuueckuid Hecnenupuueckuii HePpur, 4 (7,8) 2 (18,2)
BPOXKJCHHBI HEDPOTUUECKUN CHUHIPOM,

Hedponarust aHkoHU

AMUIIONI03 OYEK 1(2,0) 1(9,0)

Bcero

51 (100%)

11 (100%)

* p<0,05

N3 tabnuiel 5 crneayer, 4TO B KaueCTBE BEAYIIUX MPUYUH, TPUBOISIINX K

pazsututo TXIIH, BeicTtymaer CAKUT-cunapoMm — coudeTaHHas BpPOXKJICHHAas
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aHOMaJusi TOYEeK M MOYEBBIBOASIIMX MyTed. [Wmo- W JucIia3us TMOYEK,
THAPOHEPPO3 U Merayperep, Iy3bIpHO-MOUETOYHHKOBBIN pediioke, peduirokc-
Hedponarust coctaBuiim OonblMHCTBO (58,8%) cpean Bcex ApYyruX MPUYHUH.
[TonukucTo3 TMOYEK, BPOXKACHHBIM HEYPOTUUECKUNH CHHAPOM, XPOHUUYECKUN
HacJencTBeHHbIA HePpuT u HehppoHoPhTH3 DAHKOHU — ATO CIEAYIOIIHE MO YACTOTE
npuunHbl. OHu coctaBuwin 19,6%. Takum oOpasom, B cTpykrype TXIIH y nereit
npeobnasana BPOXKJIEHHAs M HACJIEICTBEHHAs MATOJOTUS OPTraHOB MOYEBOM

CHUCTEeMBI, cocTaBisis 78,4%.
CrpyKTypa BpOXKJIECHHOM M HACIEICTBEHHOW MAaTtojaoruu ¢ ucxoaom B TXIIH

npencTaBieHa B Tadnue 6.
TaOnuma 6

CTpykTypa BpPOKI€HHOW M HACJIEACTBEHHOW MAaTOJOTMHU ¢ UCXO00M B
TXIIH y nereit Camapckoro peruona (2009-2018)

[Tatonorus OO01ree uncio
OOJILHBIX
Aoc. (%)
Bpoxnennsbrit rusiponedpos 10 (25,0%)
[1y3bIpHO-MOUYETOYHUKOBBIN pedItoKe 8 (20,0)
['vnornnasust nouYku 6 (15,0)
Jlucnnasus movex 3(7,5)
Merayperep 3(7,5)
[TonukucTo3 mouek 6 (15,0)
Cunapom  Anbpnopra  (HaclI€CTBEHHBIM 1(2,5)
HEeQPUT C TYIOyXOCTbIO U MOpPAKECHUEM
3peHus)
BpokieHHbII HehpOTUYECKUI CUHAPOM 2 (5,0)
Hedponatus ®ankonu 1(2,5)
Bcero 40 (100%)

Xponnueckuit Tyoynountepcruninaibubii HepuT (XTHMH), koTopsiii yarie
dbopmupoBaics y JeTei Kak UCX0 TeMOJIUTUKO-ypemuueckoro cuuapoma (I'YC) u
xponnueckuii momepynonedpur (XI'H) Bcrpewamucsr pexke — y 1/5 marmueHTOB

(19,6%).
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IIo naHHBIM OTEYECTBEHHOM IUTEpaTyphl CTpyKkTrypa npuund XIIH y nereii B
Poccun mocrenenHo mensietcsa [5]. Ecim mo cocrosHuio Ha koHenp 2001
mupupoBan XI'H, cocraBnstommii 43,2% cinydaes, To yxke B 2004 rogy B KkauecTBe
MPUYUH TPEBAIMPOBAIA OOCTPYKTHUBHBIE YpOIATHUH, TUIMOIUIA3UU (JIMCILIA3UN)
[92]. B cymme oHu coctaBmim 59%. Ilo marepuanam pOCCHUICKOTO pErucrpa
oonpHbx XITH nereit B 2006 — 2010 rr. coXpaHwiach Ta XK€ TEHACHIUSA CpPEIu
npuuuH, npuBeammux k ¢opmuposanuto XITH [57]. Tlo manasim W.3. Kytsipio,
H./l. CaBenkoBoii Ha 2017 rox camoit yactoit mpuunnoit TXITH siBnserca CAKUT-
cungpom — 42,5% nereit [38]. Hamm manHbie COBNagaroT ¢ 00IIEPOCCUICKUMU.

B otnuuume ot nerel, y B3pocnbix nauueHToB pa3zputue XIIH BoisiBisieTcs
NPEUMYIIECTBEHHO  TMpH  MEepBUYHBIX  Hedpomarusx  (TomepyrnoHedpur,
TyOyJTOMHTEPCTULIUAIIbHBIA HEPPUT U JIp.), @ TAKKE KaK OCJIOKHEHHUE TUIIEPTOHUH,
caxapHOTro JnuabeTa, BUPYCHBIX MH(MEKINI (Yalie BCEro BUPYCHBIX TenaTtuToB B u
C, BUY), 6one3neii oOMeHa, oMK1ucTo3a [82].

B npotisibie ol 10 HalIUM HAOMIOAEHUAM Ipo0iemMa paHHEH TUarHOCTUKU
XITH B metckoii mpakTuke ObLTa CEpbEe3HOM M3-3a OTCYTCTBUS MEPUHATAIBHOTO U
MOCTHATAJIBHOTO CKPUHUHTA BPOXKIECHHBIX MOPOKOB BOOOIE U OPTaHOB MOYEBOM
cucrembl (OMC) B yactHocTH. IloaTOMy mpeoOmamano Mmo3mHee, OTCPOYCHHOE
BBIsIBIICHHME W auarHoctuka XITH, xoropas mocreneHHO pa3BuBajiach Ha (hoHe
BpOKIeHHBIX TOPokoB OMC [46].

PerpocnexktuBHo ananuszupys hopmupoBanue TXIIH y gereit, Mbl oTMeTHIH
B pdAle CIy4aeB IMO3JHIOI0 JUAarHOCTHKY 3a0oneBaHusi. Tak, peOeHOK ¢
TUIOTUIa3Ue TOYeK B BO3pacTe 7 JieT ObLI 00CieNOBaH B TeMAaTOJIOTHYECKOU
KJIMHUKE B CBSI3U C pa3BUTHEM pedpakTepHOi aHeMun. PeOeHOK ObLT HalpaBiieH B
reMaToJOTUYeCKyl0 KIWHHUKY. B pesyinbrare KOMIUIEKCHOTO —OOCeqoBaHUs
BoisiBIIM TXIIH. Tlpu BpokIeHHBIX OOCTPYKTHUBHBIX ypomarusx (TuapoHedpos),
My3bIPHO-TIOYEYHOM peduitokce, peduokc-Hedpomarun, dopmupoBanue XITH
BBISIBISUIOCH B CBSI3M C PEHUAMBAMU BOCHAJUTEIBHBIX 3a00JIEBaHUNA MOYEBOM
CUCTEMBI, TIOSIBJICHHMEM OOJIeli B KWBOT€ W TIpH OOCIEIOBaHWMH B YpO- U

HC(prJIOI‘I/IlleCKOM OTACICHUAX. [losiBneHue OJBIIIKH KakK CJIICACTBUC
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MeTabOoIMYeCcKoro anuao3a B cBs3u ¢ pa3ButueM XIIH momornio BBIABUTH 3TO
coctosiHue y OonpHOM C HedpoHopTtmzom Dankonu B 7 ner. IloctemeHHO
pasBuniack XIIH y nmereit ¢ enmHCTBEHHOH MOYKOW (mMociie HedpomaTuu y JBYX
MAIMEHTOB, B OJJHOM CJIydYae Mocie ylajJeHus TMOYKH B CBsA3H ¢ He(poOi1acToMoi, B
JIPYTOM — BCIIEACTBUE THAPOHE(DPO3a).

[Tonukucro3 noyek kak npuunHa XIIH BeIsgBIAETCA B IOCIEIHUE TOIBI
npeHarainbHO. MHOTHA MOXHO oxuuarh pazButue XIIH xk MOMeHTy poxaeHus y
pebeHKa ¢ MOJMKUCTO30M M IKCTpeMalbHOW HedpoMeranuei, kak ObUIO B OJHOM
HaieM HaOroieHuu, mpuBeaeHHoM B [V mase [48].

Mp1 00paTiiii BHUMaHHE Ha CEMEWHYIO OTATOLEHHOCTh MO 3a00J€BaHUAM
noyek B 35% ciy4yaeB, B TOM uucjie y peOEHKa C HaCJIEACTBEHHBIM He(pUTOM
(cungpoM Anbnopta). Y MalbuMka 3a00J€BaHHE MPOSBIIOCH B 2 roja Ha ¢GoHe
OPBU. ¥V marepu pebenka 6pu1 XI'H, y nena no nunun matepu XI'H, XITH.

Hamu ormeuena cemeiinas ¢opma passutus XIIH y 2-x cectep-0au3Henon
MOCJIE OAHOBPEMEHHO Bo3HUKmIero tunuyHoro ['YC ¢ wucxomom B XTHUH.
Cemelinbie ciiyyan XbBII yka3pIBalOT Ha TEHETUYECKOE MPEIPACIIONOKEHUE K
nporpeccupyromum  Hepponarusim.  I[lpenmonaraercs  cBsizb  XbII ¢
OTPEJICIICHHBIMA ~BAapUaHTaMH TEHOB, KOJUPYIOIIUMH pa3IMYHbIEe Ciiadbie
Meauaropbl mnporpeccupoBanusa [50]. B cBs3u ¢ ceMelHON OTATOLIEHHOCTHIO
HauuHAKOT BHeApATbC B auarHoctuky XIIH wm  XBII HOBbIE MeTOABI —
OTNpENEeNICHUEe TEeHHOTO Mpo(uis, SKCIPECCHs KIETOYHBIX TIE€HOB, a TakKke
MOJIEKYJIIPHBIX MapKepoB B OHOJIOTMUECKUX JKHAKOCTAX — KpPOBHU, MOYe; B
ouornrarax No4Ye4yHO! TKaHU.

OngHako W 10 HACTOAILETO BPEMEHH IJIOMEPYJSpHAsl MAaTOJOTUSl WUIPaeT
CYLIECTBEHHYIO poib B KadecrBe npuuuHbl pasButus XIIH. Ilo nHamemy
HAOJIOEHUIO, ITIOMEPYJIsipHas MATOJIOTHUS B CTPYKTYpPE STHOJIOTHYECKUX (haKTOPOB
XITH nabmronaercss mperMyIECTBEHHO Yy Aetel nmocie 17—-18 set, korna pedeHok
YK€ MEPEBOAUTCS BO B3POCIIYIO CETh. B HallleM ncciienoBaHUA OTMEYEHBI S5 IETEH

¢ XI'H B kauectBe npuuunsl passutus TXIIH.
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[lo wHamwmM HAOMIOACHUSM  WCCICIOBAHUS  AHAIM30B  MOYHM  JIS
cBoeBpeMeHHOro BbIsiBIeHHS XIIH 1ipu BpOXIECHHBIX © HACJIEACTBEHHBIX
3a00/1€BaHUSX HE WrpaloT OOJbIION poJid. 3HAUMMbl TaKWE JIaHHBIE Kak:
OTSTOIICHHBIA CEeMEHHBIN aHamMHe3 3a00JICBaHHUS IOYEK, OOMCHHBIC ITaTOJIOTHH,
OTCTaBaHME B POCTE U MACCE TEJIA, MTOSBJICHUE aHEMUU U JP.

[Tpu pacnpenenenuun nereir ¢ XITH mo Bo3pacty, Mbl oTMedanu, 4Tto Oojiee
1/3 TanueHTOB COCTAaBJSIOT ACTH PAHHETO W JOIMIKOJBHOTO BoO3pacTa. Takum
oOpa3zom, B OonbplIMHCTBE ciyyaeB pa3Butue XIIH naOmronaercs B IMIKOIBHOM
BO3pacTe.

Ha pucynke 2 npexncrabiieHa auarpaMMa BO3pPAacTHOTO COCTaBa JETEM,

HaOmronaeMbeix ¢ TXITH.

B OT pOXICHUS U 10 3-X
JIET
MoT 3-x 1 10 7 netr

50 %
crapue 7 jger

Puc. 2 BospactHoli cocta aerer ¢ TXITH

PerpocniektuBHO m3yuas aerer ¢ TXIIH, Mbl ormeTnini, 4To paBHOM Mepe
BCTpEYAIUCh JEBOYKM W Manbuukd. Ho cpenu 11 ymepmux nereit mpeobiananu
muna  myxkckoro moma (72,7%). Jetu crpaganu ayToCOMHO-TOMHHAHTHBIM
MTOJIMKACTO30M ITOYEK, BPOXKJICHHBIM HE()POTHUCCKUM CHHIPOMOM, MPHUYEM JBOC
MaJIbiUKOB W3 OJHOW cembu (3a0ojieBaHHE JIUArHOCTUPOBAHO B 4-X U 9-Tu
MECSTYHOM BO3pacTe). Y OCTaJbHBIX JIETeH ObUIM MHOTOYHCJICHHBIC BPOXKICHHBIC

IIOPOKH — COUYCTAHUC aHOMAaJIuM Pa3BUTHA MOYEBOM CHCTEMBI C IMOpOKaMH
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Pa3BUTHUS KEIYIOYHO-KUIIEYHOTO TpaKTa, cepiua, HepBHOW cucrtembl. Cpenu
IPUYUH CMEPTU OBLT OTMEUEH TiIoMepylnoHedpuT (2 ciaydas), ammion103 mouek (1
ciy4an).

CrnenyeT MOAYEPKHYTH, YTO OOIBIIMHCTBO MarueHToB ymepau 10 2010 roma
(8 mereit), ¢ 2010 o 2013 rr. ot TXIIH ymep onuH pebeHOK B Bo3pacTe 5 MecsIIeB
C  ayTOCOMHO-PEUECCHUBHBIM  IOJMKUCTO30M  I[OYEK, HAXOAMUBIIMMHCA  Ha
3aMECTUTENIbHOM MOYeYHON Tepanuu (meputoHeanbHOM auanuse). 81,8% mnerei,
ymepmnx oT TXIIH, cocraBunu mnanumentsl ¢ CAKUT-cunapomom w
HACJICICTBEHHOM MATOJIOTUEN TTOYEK.

JletanpHOCTh ¢ 2014 mo 2018 rT. pe3ko cHu3MIace — BCEro 2 ciyyas. JTU
JJAHHBIE MOKa3bIBAIOT, KAK M3MEHWIOCH OTHOLIEeHHE K AeTsaMm ¢ TXITH. Kak 3amonro
JI0 TIPUXOJIa HA IUAJIN3 BHEIPAECTCA COBPEMEHHAsA MeAuKamMeHTo3Hasa tepanus XITH
— 3T0 mnpoduUIaKTUKA OCTEOAUCTPOdUH, aHEMHUM, OTCTABaHUA B PA3BUTUH,
KOHTPOJIb 3a HaTPUEBBIM CTaTycoM. Bce 53T0 CrmocoOCTBOBAIO CHUKECHHIO
neranpHOCTH OT XIIH.

Omonoxenue nanueHToB ¢ TXIIH, HaunHas ¢ mepuona HOBOPOXKIEHHOCTH,
CBS3aHO CO MHOTMMHU TIpUYMHAMU. [J1aBHas W3 HUX — HEXKEJIaHWE poauTesNen
npepbiBaTh OEPEMEHHOCTh TMPU THKEJIOW BPOXKIEHHOW MAaTOJIOTHU OPTraHOB
MOUYEBOM CHUCTEMBI, TEM OOJIE€ UYTO B HACTOSIIEE BpEeMs MEPEBECTH peOeHKa, Taxke
nepBeiX gHeW ku3HW, Ha 3IIT, B uwactHoctm Ha IIAII/l, TexHoIOrMUeCcKH
BO3MOXXKHO. MBI TIpO/IJIeBaeM >KH3Hb PEOCHKA, HO €CTh MHOTO JPYTHX MPoOJeM,
CBSI3aHHBIX C OKa3aHWEM aJCKBAaTHOM MEIUIIMHCKOM MOMOIIM HOBOPOXKJICHHBIM U
JIETSIM TIEPBBIX MECSIIEB )KU3HU C JAHHOW MaTOJIOTHEH.

IIpn anamm3e Hamumx naHHbIX O Aerax ¢ XIIH B panHeM u IOMIKOIBHOM
BO3pPacTe€ OTMEYEHO, YTO MMEHHO B 3TOM BO3PACTHOM IE€PHUOJI€ BBICTYMAIOT B
KaueCTBE TMPHUYMH  TOKEIbIE  BPOXKIEHHBIE  OOCTPYKTHBHBIE  YpOIATHH,
HACJIEJCTBEHHAS TTATOJIOTHSI.

B Tteuenne roma Bce mamuentel ¢ XIIH mpoxomsar cramumoHapHOE
oOcnenoBanre B OOJTACTHOM YPOHE(PPOIOTHYECKOM IIEHTPE ISl yTOYHCHHS

(1)YHKI_II/H>’I IMIOYCK, COMATHYCCKOI'0O CTaryca, KOPPCKUOHWHU CHUMIITOMOB, MMOYCYHOM
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Teparuu, HalpaBJIECHHON HA HOPMAaJIM3allMI0 apTepUATbHOTO JIaBJICHHUS, JICUEHUS U
npodrakTukn aHeMud, (PochHOpPHO-KATBIIMEBOTO OOMEHa, PaxXUTOMOTOOHBIX
U3MEHEHHM, i1 pelleHus BOmpoca MpU HEOOXOJUMOCTH TIEpeBoia C
KOHCEpPBAaTMBHOIO 3Tana Ha AWaIu3Hyl0 Tepanuto. [I0CTOSHHO KOHTpOJIUpyeTCs
JMeTa, 0COOEHHO KOTJ]a OHA CTAHOBUTCSI MAJIOOEIIKOBOM.

CornacHO MOJIyYEHHBIM JaHHBIM IPU aHAIM3€ EXKETOAHBIX OTYETOB MbI
OTMETWIH, 4TO B ypoHedponoruueckoM 1eHTpe COKbB exeronno Habmonaorcs B
cpenem 10 35 aerert ¢ XBII 3-5 cranwmii, 3a 10-neTHUN mepuoa HaOIIOACHUS

KOJINYECTBO TaKUX IMAllMEHTOB HE CHUXKaeTcs (puc. 3).
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37 A

36

35
34 -
33
32

ANERANEANEAN

31 A

2009 2010 2011 2012 2013 2014 2015 2016 2017 2018

Puc. 3 Ilmnamuka xonmuectBa namueHToB ¢ XBII 3—5 cT., Habmromarommxcs

B 00JJaCTHOM YPOHE(PPOIOTHIECKOM IIEHTPE

B Camapckom permnone pacnpoctpaneHHocTs TXIIH B 2009 1. cocrasmsina
5,5 ma 100 000 merckoro HaceleHMs, NAHHBIA IMOKa3aTejb MaJI0 M3MEHSETCS C
tedyeHuem Bpemenu (5,1-5,6 na 100 000) u mnpeBbllIaeT CPEIHEPOCCUMCKUE
nokaszarenu nmouty B 10 pas [52].

MBsbI oT™MEYanu, 4To B MOCJIEIHUE rOIbl yBeInunBaeTcs uncio aeren ¢ XI11H
B CTPYKType HO30JIOTUH HE(PPOJOTHMUECKUX 3a00JI€BaHUI MO JAHHBIM T'OJOBBIX
otueToB Hedponorudeckoro otaenenus COKB.

Poct uncna nereit ¢ XIIH B mociemHue roabl MbI CKJIOHHBI OOBICHUTH

Jdy4iied  BBIABISIEMOCTbIO W BepUUKalMel  JuarHo’a ©  pa3BUTHEM
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MEepUHATAIIbHBIX [IEHTPOB IHUATHOCTUKUA BPOXKJICHHBIX MMOPOKOB PA3BUTHUS MOYEBOI
CUCTEMBI, Pa3BUTHEM COBPEMEHHBIX METO/IOB 3aMECTUTEIBHON MOYEYHOUN Tepanuu.

[IpuBogum knmHuYeckue npumepsl BbiaBIcHUA TXIIH y merei w3 Hammx
HAOIOEHUH.

Knunuueckuii npumep 1.

Hesouka C., (B 2018 r. eii 29 ner). B Bo3pacte 14 ner Oblia BBINOIHEHA
TpaHCIUIAHTaIMs MOYKW oT mambl B cBsi3u ¢ TXIIH. Xponudeckoe 3abosneBaHue
noyek ObUIO BBISBJICHO CIydailHbIM 00pa3oM. B Bo3pacte 4-x neT mocTymnuia B
nerckoe peannmarionnoe oraenenue COKD ¢ xanoOamu Ha yBeTUYEHUE YaCTOTHI
JBIXaHWS — OZBIIIKY, pa3BUBLIyIOCA mocie nepeHeceHHoro OPBU. becnokxonnm
roJioBHble 0oy, crnabocTh. [lpu obOcrnenoBaHnM OTMeueHa OJETHOCTh KOXKHBIX
ITOKPOBOB C 3€MJIUCTBIM OTTEHKOM, IOBBIIICHUE apTEPUAITBHOTO JaBiieHus 10 160
1 90 mm ptT. ct. Ponunacek ot nepBoii 6epeMeHHOCTH, B CPOK, ¢ Maccoi Tena 3300
rpamM, yTeM KecapeBa cedeHus. Pociia u pa3BuBaiack HopMmasibHO. [IpuBuTa 1o
Bo3pacty. KomrekcHoe oOciieioBanre B 4 rojfa BBIABUIIO TSKEIYI) aHEMUIO B
obmeM amammse kpoBu (dpuTpommthl — 1,8x10'%/71, remormobun — 62 /1),
yckopernne COD no 70 Mm/4. B OMOXMMHUYECKOM aHalin3€ KPOBU HMMEJIO MECTO
MOBBIIIIEHUE CcofiepKaHusd ModeBUHBI 10 20,1 MMomaw/n; kpeatuHuHa 10 422,0
MKMOJB/T.  Ilpu  wuccrmenoBaHMM — KUCIOTHO-OCHOBHOTO — COCTaBa  BBISBIICH
MeTaboInYeckuii anuao3, mioxo koppurupyemoii (PH kposu 7,395, PC O,-21,
PO, -92,5, HCO; — 23,7, CO, — 13,3, ABE — 14,2, ZBI — 47,2).

Kmuanveckuit  guarnos: XIIH, tepmunanbHas craaus, HeppoHOodTH3
®ankonu. [1o moka3zaHusM nepeBe/ieHa HA 3aMECTUTENIbHYIO MTOYEYHYIO TEPAINIo,
CHavaJla Ha reMoJIMaJin3, 3aTeM Ha MEepUTOHEaNbHbIA nuanu3. B Bo3pacre 14 ner
ObLJ1a yCIelHa BbINOJHEHA TPAHCIIAHTALIUS TIOUKH.

TpancrmanTar QyHKIMOHUPYET B HACTOSIIIIEE BPEMs.

Knunuueckuii npumep 2.

Mansuuk K., 17 net. o 6 et poc u pa3BuBajicia HopmaibHO. Macca Tena
npu poxaenun 4700 . B 6 net ctan pe3ko orcTaBaTh B U3NYECKOM pa3BUTHH. B 7

aet oOcnenoBaH, BbisABieHa XIIH, pa3BuBmiascs Ha (oHe ypeTrporuapoHedposa
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cupasa. [IpoBeneHa HeQpIKTOMUS CpaBa, OJHOBPEMEHHO BBISIBIIEHA THIOILIA3USI
JeBoil mouku M noyedHblx aprepui. C Hoa0ps 2002 roma B 11 ner B3AT Ha
IPOrpaMMHBIM T€MOJMAIN3, 3aTeM ObLI MOJKIIOYEH MEPUTOHEAJIbHBIA IUAJIH3.
[Icuxonoruyeckd MNOAABIECH, HEBPOJOTM pPACIEHUBAIM JAaHHOE COCTOSHUE Kak
ayTU3M, >KM3HEHHas aKTUBHOCTb OYEHb HU3Kas, NPAKTMYECKH HaXOAWICA B
coLMaabHON M30yALMU (TONbKO B ceMmbe). [Imoxo BcTyman B koHTakT. B 16 njer
pocT Manpduka coctaBmsul 161 cMm, Bec 45 kr, aprepuanbHoe maBienue 130/80
MM.pT.CT.

ITogpocTKy nmpoBeneHa TpaHCIUIAaHTALK IOYKH B 17 JeT.

Knunuueckuii npumep 3.

Manpuuk ., 18 ner. Pomguncs ¢ aucnnasudedl €IUHCTBEHHOM IIOYKH, C
arpesucii anyca. beln HanmoxeH anus praeternaturalis.

Poc ocnabneHHbIM, OOJIE3HEHHBIM pPEOEHKOM, OTCTaBajl B (DPU3UYECKOM H
MOJIOBOM pa3BUTHM. Bckope mnocne poxAeHUs NPUCOCAUHWICS XPOHHYECKUN
BTOPUYHBIN MHEIOHESDPUT STUHCTBEHHOM MOYKH C UCX0I0M B Hedpockiepos. K 8-
MU TOAaM >KM3HU pa3Buiauch Bce npusHaku TXIIH: cmabocte, acteHus,
MeTaGomdYecKnii anuno3, HedporeHHas anemus (purpounts 1,89 — 3,29x10'%/n,
reMorioOuH cHuswica A0 51 1/m). OrMmeuanach aprepuanbHas TUIEPTEH3U,
BBIPQKEHHOE TOBBIIIEHUE KpEaTMHUHA CBIBOPOTKM KpoBH — 10 468-1380
MKMOJIB/JI, MOYE€BHHBI 10 —18-39 wmMmomb/n, xamug no 6,5 wmmons/n. CK®
cocTaBisia He Gonee 3,3 mu/muH /1,73 M. O6mMit GENOK KPOBU COXPAHSIICS B
npenenax 79 - 66 r/m, aneOymuH Obl1 cHkeH 10 35 r1/n. IlepeBenen Ha
reMoJiMajn3, 3aTeM Ha MOCTOSHHBIA aMOynaTopHbIi auanu3. Ha 3amectuTenbHOi
Tepanuu Haxoauics 12 net. [1ocToSIHHO KOppeKTUpOBaJIach aHEMHUS, ATTbOYMUH.

TpancrulaHtauust W3-3a COYETAHHOM BPOXKIECHHOM MATOJIOTMM OPraHoB
MUIIEBAPEHUS U MOYEBOM CHCTEMBI ObliIa TPOTHUBOIIOKA3aHA.

YMmep B 18 ner ot Tokcuueckoro rpunmna ¢ pazsutueM [IBC-cunapoma.

Crnenyer oTMETUTh, YTO B mocieanue rojapl yacrota TXIIH ymeHbminnace.

910 YK€ CAMHUYHBIC ITAWMCHTDBI — 3 pC6CHKa 3a MOCJICAHUEC I'OJBbI.
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IIpoBens aHamm3 sTtmosormdyeckonm crpykrypel XIIH y nmerei, wMsbl
COCPEOTOYMIIM CBOE€ BHUMAHUE HA KOHKPETHBIX 3a00JI€BaHUSAX MOYEK C UCXOAOM B
TXITH B HameM peruone. 3To BBICOKHE I'PYyMIIbl PUCKA, C KOTOPBIMU HEOOX0IMMa
UHAMBHUAyalIbHAs JeueOHO-TIpoduIakTHueckass pabora. B HuX Bonum getu ¢
BPOXKJICHHOW W HACIIEACTBEHHOM ITATOJIOTUEN ITOYEK U IPYTUX OPTAHOB U CUCTEM.

JHlanee Mbl 00paTWiii BHHUMAaHUE Ha JIOCTaTOYHO BBICOKYIO, ITOMHMO
BPOXKJICHHOW M HACJIEACTBEHHOM marojiornu mnouek, yacrory XTUH Bcnencreue
nepeHeceHHoro I'YC u OIIIl B kauectBe mpuuuHbl pasutus XIIH. WM stor
KOHTHHIEHT JE€Te Mbl B3SUIM MOJ CBOE HAONIONEHUE C LENbI0 CHU3UTH HCXOA

IaHHBIX 3a0o0aeBannii B XITH.

3.2 AHaim3 OTaAJICHHBIX HCX00B Yy aereit, nepenecuux I'YC, OIIII

Mps1 npoananuzupoBanu 61 ucroputo 0oJae3HU JETEH, Y KOTOPBIX pa3BUIICA
I'VC w/umm octpoe nopexaenue nouek (OIIII) na ¢pone npyrux 3aboneBanuii u
coctosinui. Jletn OblH B Bo3pacte oT 3 mecsieB 10 18 neT. OCHOBHbIE TPUYUHBI
passutus OIIII nmpencraBnensl B Tadbauue 7.
Tabnuma 7
OcHoBnble npuuuHbl pa3sutusa OIIII y nereii u ncnoab3oBanmne

METOJ0B 3aMeCTUTEJIbHOI moyeuHou Tepanuu (2009-2018)

[Taronorus Uwucno 60abHBIX UcnonwszoBanue 31T

Aoc. (%) Aoc. (%)*

Irvc 41 (67,2%) 33 (84,6%)

OcTtpas xumiednast ”HPEKIus 6 (9,8) 2(5,1)

[JITIC 6 (9,8) 1(2,6)*

Octpble OTpaBiICHUS 3(4)9) 2(5,1)

OcTtpslii IIOMepynoHeppur 2(3.,3) -

Cencuc, BHyTpuyTpoOHOE 3(4,9) 1(2,6)

uH(peuIMpoBaHue

Bcero 61 (100%) 39 (100%)

* p<0,05

63



Cpenu Benymux npuuuH OIIIT y nereit 3anumaer I'YC (67,2%). Hamm
JJAHHBIE COIJIACYIOTCSI C MCCJIEIOBAHUSIMU, MOBEACHHBIMU OTCUYECTBEHHBIMH U
3apyOeXHBIMH yueHbIMU [35, 166]. Y OonblmIMHCTBA MAaIMEHTOB OTMEUYEH
tunnaHbid noctauapeinsiii ['YC (JI+I'YC, STEC) — 34 pebenka (82,9%). Y nByx
nanueHToB — ['YC Ha ¢one mHeBMOKOoKkoBoW uHGpekimu (4,8%), y oqHoro — Ha
dboHe TpoMOOTHUECKON TPOMOOIIUTONIEHHUECKON myprypsl (2,4%). YV 4 manueHToB
ormedeH arunmuHbiil ['YC (6e3 comyTcTBytomero 3aboneBanus) [30].

OkcTtpakopriopaibHblie Metoasl 3IIT ucnons3oBanbel y 63,9% mnanueHTOB.
Jetu B oCTpoM IMepuoAe TMOIydalld CEaHChl TeMoJualii3a, IeMoAuain3a B
COUETAHUHM C TUIa3Madepe3oM, MePUTOHECATbHBIN quanu3. BHeapeHue npoijieHHbIX
Mertoquk — remoduneTpanun  cucteMbl  «PEDI-PED»  mpu  mpoBenenuun
MEePUTOHEATILHOIO IMAJIN3a, COYETAHNE 3aMECTUTENIbHON Tepanuu — miazmadepesa
Y TEMOJINAJIN3a YIYUIINIIO PE3yIbTaThl.

Hetu ¢ I'VYC mnorpe6oanu 3IIT B OonbmmucTBe cinydaeB (80,5%). Ilpu
al'V C Haznauaim MmemOpaHHbIil iazmadepes [30].

Jletanpnocth mipu OIIIl mo HammM gaHHBIM cocTaBmia 8,2% (ymepnu 5
nereii: 3 pedenka ¢ 'YC, 1 — ¢ ocTpbIM OTpaBieHUEeM U 1 — C cerncucom).

Takum o0pazom, BbDkuIM 56 manuentoB, nepeHecmmx OIIl. Mser
HaOIOaM JaHHBIX JIETed PEeTPOCHEKTUBHO Ha MPOTHKEHUU 5-9 JeT, m3ydaiu
paHHUE U OTAAJICHHBIC UCXO/Ibl IEPEHECEHHOTO 3a00JIeBaHUS.

OueHnBasi paHHUE WCXOAbI, Mbl OMPENEIUIIN, YTO 4Yepe3 6 MecsleB mocie
nepenecennoro OIIIl 'y 34 gereit (55,7%) cdopmupoBanach KIMHUKO-
naboparopHas pemuccus. OpHaKO y YacTH TAIMEHTOB OTMEUEHO paHHEee
nporpeccupoBanne u popmupoBanne XbII 1-2 cranuu, y ogHOrO pedeHkKa CycTs
3 mecsa nocne nepenecennoro I'YC, opina quarnoctupoBana XITH. ¥V 5 nereit
COXPaHSJIOCh CTOMKOE MOBBIIMICHUE APTEPUATLHOIO JaBJICHUS, Y 4 MalMEHTOB —
HEBPOJIOTUYECKHE HAPYIICHUSI.

Pannue ucxoast OIIII npeacrasiensl Ha puc. 4.
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8,2%

1,6%

B KnmnHuKO-1aboparopHas peMUCCHUS

= @opmupoBanue XbII1

= XITH

B Croiikoe noBbiiieHne A/l

B CroiiKre HEBPOJIIOTHUECKHUE HAPYIIICHUS
B JIleTanbHBIA UCXOM

Puc. 4. Pannue ucxonast OIIII y nereit (uepe3 6 MecsiieB)

Otnanennbie ucxonl nocie nepeHecenHoro OIIII mbl onieHuBanu depes 5

JIET TIOCJIe OCTPOTO Mepuoja 3abosaeBanus (puc. 5).

12,5% 1.8%

® Crotikas KJIP = XBII 1-2 cT. = XBII 3-4 ct.

B XBII5ct,3IIT W JleTanbHBINA HCXOX

Puc. 5. Otnanennsie ucxonst OIIII y nereit (uepes 5 ner)
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Yepes 5-tu neTHHil mepuoj HaOMIOAEHUS PETPOCHEKTUBHOTO HAOIIONEHUS
ONaronpusiTHBI MCX0A OTMeueH y 26 paereit (46,4%), ompeneneHa MOJIHAS
KJIMHUKO-JIA00paTOpHasi PpEMUCCHSL.

XBII chopmuposanace y 29 nereit (51,8%), npu stom TXIIH Obuta y 7
nainueHToB (12,5%). Ymep onun pedbenok ot TXITH nocne nepenecennoro ['YC Ha
(dboHe BpOXKIEHHOMN JUCIUIa3uu MOYeK. TakuM oOpa3oM, HeOIaronpusTHBIE UCXOIbI
OIIIT ormeuensn! y 30 aeteit (53,6%).

Crpykrypa XbII y nereit uepes S5 ner mnocne nepeneceHHour OIIII
npescTaBieHa B Tabnue 8.

Tabnuma 8

Crpykrypa XBII y nereii uepes S jiet mocJie nepeHecennoro OIIII

[Taromorust Yucmo 60IbHBIX

Aoc. (%) OcHOBHBIEC IPUYHUHBI
dbopmMupoBaHus
XTHUH 25 (86,2%) I'vC (24), TJIIC (1),
XTH 4 (13,8%) OI'H (2), cemncuc (1),
orpasiieaue (1)
Bcero 29 (100%)

OcuoBHoil npuuunoit popmupoBanust XbII y nereit siBuiics nepeHeCEeHHbIN
I'VC (24 peGenka, 82,8%), BcuenctBue OIIIl y gaHHBIX MalMEHTOB
chopmupoBaics XTUH. XI'H sBuncs npuuunoid XbII y 4 nereit (13,8%), kak
cinencrue nepeHeceHHoro OI'H ¢ pa3BuTHEM TNOYEYHON HENOCTATOYHOCTH,
TSDKEJIOTO  CEICHCa, OTPaBI€HUA C  MPEUMYLIECTBEHHBIM  ITOPaKCHUEM
IJIOMEPYJIAPHOTO arlrapara.

Jlanee MBI OICHWIM aHAMHECTHYECKHE, KIMHHKO-Ta0OpaTopHbie W
(byHKIMOHANbHBIE MPOrHOCTHYECKUE mnpu3Haku ¢dopmupoBanus XbBII y nerei,

nepeneciux OIIIT B anamuese.
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3.3 Ilporno3uposanue ¢opmupoBanust XBII mocie mnepeHeceHHOro

OCTPOTO MOBPEXKACHNS MOYEK Y JeTeil

Jlis oueHKH OCHOBHBIX (akTopoB pucka QopmupoBanuss XbII y nereii

nocie mnepeHecenHoro OIIIl ™Mbl cpaBHUIIM MaIMEHTOB JBYX TpYMI: JEeTeH C

MIOJIHBIM BBI3JIOPOBIICHHEM (n=26) u manueHToB ¢ popmupoBanuem XbII 1-5 ct.

(n=29). OrieHuBas aHAMHECTUYECKUE [aHHbIC JI€T€H, Mbl OTMETWUJIHU, YTO Y

nanueHToB ¢ dopmupoBanueM XbII mocToBepHO dYalle OTMEUEHBI CIEAYIOITUE

(bakTopbl, IpeaCcTaBICHHbIE B TA0IMIIE 9.

Tab6auma 9

AHaMHeCTHYECKHE XapPAKTePUCTUKHU MANMEHTOB CPABHUBAEMbIX I'PYIIIT

JlaHHBIC aHAMHE3a 30pOBBIE I€TH, Hetu c
nepenecme Ol B | popmupoBannem XbI1
aHamHese (n=26) 1-5 c1. (n=29)

Pannee pa3Butue Ectpb 10 (38,5%) 21 (72,4%)
O (8 Bospacte 0 1 ™ Hgr 16 (61,5%) 8 (27,6%)
roza)

XpoHHYecKas Ectb 5(19,2%) 10 (34,5%)
THIIOKCHS IO, Her 21 (80,5%) 19 (65,5%)
3BYP

HenoHo11€HHOCTb, Ectpb 4 (15,4%) 7 (24,1%)
MalIoBECHOCTD Her 22 (84,6%) 22 (75,9%)
3aboneBanne mouek y | Ecth 5(19,2%) 11 (37,9%)

MaTepu, OmDKadliX | Hery 21 (80,5%) 18 (62,1%)
POJICTBEHHUKOB

[TaTomorust Ectb 3 (11,5%) 10 (34,5%)
bepeMeHHOCTH U Her 23 (88,5%) 19 (65,5%)
pOIOB

BuyTtpuyTtpobHbIe Ectpb 2 (7,7%) 5(17,2%)
MHpeKIuH Her 24 (92,3%) 24 (82,8%)

Pazmmuns MCXKAY NMNaUCHTAMH 110 HAJTMYHIO:

) panHero paszsutus OIIIL: Xz = 36,4 (p<0,000); **XpOHI/IquKoﬁ TUIIOKCHH Tuoaa, 3BYP: Xz =
7,8 (p<0,002); o HETOHOIIEHHOCTH, MaJIOBECHOCTH x2 = 14,7 (p<0,000); " 3a6oneBanus
MoYeK y Marepd, OmmKalmmx poxcTBeHHHKOB: ¥~ = 28,1 (p<0,000); " naronornn
GepeMeHHOCTH 1 pomoB: ¥~ = 23,4 (p<0,000); T BHYTPHYTPOGHBIX nHbekuuit: x> = 19,8
(p<0,000).
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Yro kacaercs kiauHUYecKux ocodenHocter TeueHus OIIII y uccnemyembix
JeTel, TO OCHOBHBIMU 3HAYUMbIMU KJIMHUYECKUMH MPU3HAKAMHU OCTPOTO MEepruoaa
OBLIIN: MPOJIOJDKUTEIBHOCTh anypun Oojee 5 cytok (p<0,000); orcyTcTBUE MOYHU
nocie 2—3 ceancoB remoguanu3a (p<0,002); croiikas aprepuanbHasi TUIIEPTEH3US,
wioxo noanaromasics koppekiuu (p<0,001); BbIpakeHHBIH TremMopparuuecKui
cuaapom, pazsutue [IBC-cungpoma (p<0,000); pa3BuTHEe HEBPOJIOTUYECKOM
cumrnromatuku (p<0,01); codyeTaHue OCHOBHOTO 3a00JEBaHUSI C BPOXKICHHBIMHU
nopokamu paszputus rnouek (p<0,000).

[Ipu oneHKe KIMHUKO-Ia00PATOPHOM CHMIITOMATUKH BOCCTAHOBUTEIBHOTO
nepuona OIIII yepe3 6 MecsAEeB Mbl OTMETHIIH CIIEAYIOIINE 3HAYUMbBIE PA3INYMSL:
coxpanenre macto3Hoctu (p<0,02); HapylIeHHE KOHIEHTPAIMOHHOW (QYHKIIMH
nouek (p<0,001); croiikue HapymeHuss (QYHKUMM KaHalbLEB  (OIEHKA
aruaoammonuorene3a) (p<0,000); noumwxkenue CKD (p<0,000); coxpaneHue
nporeunypuu (p<0,000).

MBI Takke OLEHWIN KIIMHUKO-JIA00paTOpHbIE 0COOEHHOCTH BOCCTAHOBIICHUS
(GYHKITMOHATBHOTO COCTOSIHUS Movek uepe3 1 rom mocne mepenecenHoro OIIII.
CrarucTUYEeCKU 3HAUUMBIMU Pa3IMYUAMU ObUIN: HApyIIeHUs (PYHKIIMU KaHAJIbIICB
(ouenka ammmoammonuorenesa) (p<0,000); camwxenne CKD (p<0,000); Hanmuuue
nporennypun (p<0,002); Hanuuue mukpoanbOymunypuu (p<0,000).

B pesynabrare mpoBEIEHHOTO aHajiu3a Mbl COCTABWJIM JIMATHOCTUYECKYIO
TabMUIy C ONpeesieHneM MH(POPMATUBHOCTH KAXKIOTO MCCIENYeMOIo MpHU3HAaKA.
Hns nporHosa dopmupoBanus XbII y nereit, mnepenecmmx OIIIl, Obin
MCIIOJIb30BAH METO/I MOCIIEN0BATENbHOTO aHanu3a A. Banbaa.

Hamu Opimu BBIOpaHBI TIpU3HAKH ¢ ypoBHEM HHGopMaTtuBHOCTH Oonee 0,5
(Bcero ObLTO 22 HCClEIyeMbIX MPU3HAKA).

[Ipu momomy MUarHOCTUYECKOW TAOIHUIIBI MBI BBIYMCIISUIM CYMMY OajlioB
JTUATHOCTHYECKUX KOA((HUIIMEHTOB M0 KaXJAOMY OTACIHHOMY MPU3HAKY C YIETOM

WX HaJU4Ms WK oTCyTCTBUs (Tabnuima 10).
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y aereid, nepenecmux OIIIT

Tabmuma 10
IIpornocTuyeckue 3HaYuUMbIe NPU3HAKUA popmupoBanus XbII

HaumeHoBanue Nudgopma- | 3navyenne | JImarHocruyeckui
NMpPU3HAKA THUBHOCThH log KO3 puuueHT
(KN) (B 0aJL1aX)
JK + JK -
AHaMHeCTHYECKHE PU3HAKHA

1. My»ckoil mon | 1,56 | 0,26 | 20 | -13

2. Bozpacr pasButus OIIII1

0 — 6 mec. 1,77 0,30 +2,5 -1,4

6 — 12 mec. 0,94 0,27 +2,3 -1,2

3. XpoHUYECKask TUIIOKCUS 1,22 0,18 +1,4 -2,0

mioga, 3BYP

4. HenoHOIIIEHHOCTD, 2,05 0,34 +2,7 -1,6

MaJIOBECHOCTD

5. 3abosieBaHuE TOYEK Y 1,11 -0,24 +2,2 -1,5

Marepu

6. 3aboJieBaHUE TIOYCK Y 0,83 -0,17 +1,4 -1,2

OJIDKAUIIINX POJICTBEHHUKOB

7. ITaronorust 6epeMEeHHOCTH 0,62 0,28 +1,9 -1,5

1 POJIOB

KiinHuveckue Npu3HAKU B OCTPOM NEepPHoOJIe

8. [IponoIKUTENLHOCTD 1,67 0,22 +3,1 -1,8

aHypHH >5 CyTOK

9. OTcyTCcTBHE MOYH MOCIIE 2,75 0,35 +3.8 -2,3

2-3 ceaHCOB reMOJraIn3a

10. Hanuuue aprepuanbHOi 3,42 0,47 +4.,5 -1,8

TUTIEPTCH3UU

11. Hanmnuue remopparu- 2,72 0,55 +5,0 -2,4

YECKOT0 CHHJIpOMa

12. Hanuuue HEBpOJIOTHU- 2,18 -0,33 +3.,5 -1,5

YEeCKOW CHUMITOMAaTHUKHU

13.Coueranmne ¢ BIIP mmouek 4,25 0,57 +6,5 -2,8

1 MOYCTOYHUKOB

Kinunuko-iadoparopHbie NPU3HAKH B BOCCTAHOBUTEJIbHOM Nepuoe
(uepe3 6 mecsineB nocJie OIII)

14 Hanu4yue macTo3HOCTH, 1,12 0,14 +1,4 -1,1

OTEKOB

15. Hapymenue ¢pyHkuu 0,94 -0,09 +1,6 -1,4

KaHaJIbIIEB ITOYCK

(arumoaMMOHHOTEHE?)
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ITponomkenne Tabmauubl 10

16. Hanuuue cHIM>KEHUS 0,80 -0,07 +2.,0 -1,6
CKdD

17. Hapyiienue KOHIIEHTpa- 4,17 0,52 +6,1 -2,2
ITMOHHOW (PYHKITMH TOYCK

18. Coxpanenue 1,32 -0,09 +1,5 -1,0
MIPOTEUHYPUH

JlaGoparopHble NPU3HAKHU

B OTAAJICHHOM BOCCTAHOBUTEJIBbHOM NEPUOAEC

(uepe3 1 ron)

19. Hapymenue dbyHkimuu 2,03 0,35 +3,1 -1,6

KaHaJIbIIEB ITOYEK

(armmoaMMOHHOTEHE?)

20. Hanuuue cHMKEeHUS 4,15 0,74 +4,5 -2,2

CK®D

21.Hanmuune nporennypuun 1,55 -0,16 +2,6 -1,4

22 .Hamuwne o,-MI'ypuu 2,12 0,36 +4,1 -2,0
CymmMma MOJTYYEHHBIX 0amIoB CpaBHHMBAETCS Cc YPOBHSIMU

nuddepeHnupyommx moporos mo popmyne A. Banbaa:

log (1-b)/a =1log (1-0,05)/0,05=log 19,0=+12,8~ +13.

3a BenmuuuHy OomMOKHM NpuHATH Benuuuubl a=0,05, b=0,05. [Ipu momxydeHHOM

uHjekce + 13 6amioB U > oTMeueHa BbICOKasi BepoATHOCTh (popmupoBanus XbII,

npu uHAekce < +13 0amioB OoTMEUeHa HEBBICOKAash BEPOSITHOCTH (hOPMHPOBAHUS

MIPOTpeCcCUpOBaHus 3a00ICBaHMS.

B HCCIICAYCMBIX I'PYIIax IHMallMCHTOB MbI OINPCACININ HHICKC (bOpMI/IpOBaHI/ISI

nporpeccupoBanus (Tabmuia 11).

TabOmuma 11

Pacnpez]eneHne H3YYCHHBIX MAMUCHTOB B 3aBUCUMOCTH

OT 3HAYCHHUA MHIECKCA

Teuenue 3200/ 1eBaAHUA

HNupexc

< +13 0ajuioB

> +13 0auioB*

3I0pOBBIC IETH, IICPEHECIITHE 22 (84,6%) 4 (15,4%)
OIIII B anamHue3e (n=26)
Jletu ¢ hopMupoBaHHEM 3 (10,3%) 26 (89,7%)

XBIT 1-5 ct. (n=29)

* _ pasmudms MeX Ty TpyIamu: - =77,54 ams Tabmuamst 2x2, df 1, p<0,000.
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Nunexc > +13 6ammoB onpeeneH JOCTOBEPHO Yallle y AeTel ¢ GopMUPOBAHUEM

XBII (y*= 77,54; p<0,000).

Mpl  oueHunum UHGOPMATUBHOCTH

9YBCTBHUTCIIBHOCTH, CHCHI/I(bI/ILIHOCTI/I 151 I[HaI“HOCTI/I‘ICCKOﬁ TOYHOCTH.

MEeroga C

IIOMOIIBI0 KPUTEPUEB —

A — UCTUHHO-TIOJIOKUTENbHBIEC Pe3yNbTaThl (MHIEKC > +13 0amuioB y OOJbHBIX

¢ XBII) — 26 nerei;

B — noxxHOMONOXKUTETBHBIE PEe3ybTaThl (MHAECKC > +13 0aioB y 370pOBbIX

nerei) — 4 pedeHka,;

C — noxxHOOTpHILIATENBHBIE pe3ynbTaThl (MHAEKC < +13 y 6onbHbIX ¢ XBII) — 3

IHanucHTa,

D — uCTMHHO-OTpHLATENbHBbIE pe3yabTarThl (MHIEKC < +13 y 370pOBBIX

oOcnenyembix) — 22 peGeHKa.

Pesynbrarsl ipeAcTaBiIeHbl B TaOIUIE CONpPsKEHHOCTH (Tadnuna 12).

Tabmuua 12
YeTbipexnoibHast TA0JIUIA CONPAKEHHOCTH
OO6cnenyemble [Tokazarenn
IPYIIIBI AETEN 310pOBbIE dopmMHUpoBaHKE
obcrenyemMbie XBII Bcero
[TonoXuTeNbHbINI OTtpunareabHbIi
pe3yJbTar pe3yJbTar
Hetu ¢ HctunHo- JloxxHO- A+C
dbopmupoBaHueM MTOJIOKUTEIbHBIE OTpHLIATEIbHBIE 26+3=29
XBIT 1-5 cr. pe3yabrarbl A (26) pesyabTarsl C (3)
310pOBBIE JIETH, JloxHo- HUcTtunno B+D
nepeneciue O IIOJIOKUTEIIbHBIE OTPULIATEIIbHBIC 4+22=26
B AHAMHE3E pe3ynbratel B (4) pesynbratel D (22)
Bcero A+B C+D
26+4=30 3+22=25

YyBctBUTEeNnbHOCTH (Se) = A / A+C x 100% = 89,6%
Cnennguunocts (S,) =D / B+ D x 100% = 84,6%

Juarnoctuyeckass TouHOoCTh Metoda (A.) = A+ D /A+B+C+D x 100% =

87,3%.
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Takum oOpa3oM, HCHONB3yeMBbI METON JI0Ka3ajdl CBOIO  BBICOKYIO
YyBCTBUTEIBHOCTh, CIEUU(PUUHOCT, U JHMATHOCTHYECKYIO TOYHOCTh. Merton
MOKHO MCHOJB30BaTh y Jgered, nepeHecmnx OIIIl, mig mporHo3upoBaHus

dopmuposanus XbII.

3.4 Ciocod 1MAarHOCTHKHU MOPAKEHUS 0Tes1a He()poHA

JlanHplif croco® mMoaTBEepXkAEH MareHToM Ha wu3o0pereHue «Crnocob
JIMarHOCTUKU TOpPaKEHUsI OT/esIa HePpoHA TMpHU 3a00JICBAaHUSAX MOYEK Y JETEH»
RU 2519648 C2 o1 20.06.2014 r. (1m0 3asiBke Ne 2012143298 ot 09.10.2012 1).

OcHOBHOI1 3a71aueii TPOBEICHUS TMArHOCTUKHU SIBUJIACh OOBEKTUBHASI OLIEHKA
NOpa)KeHUs OTIeNa HepOHA MPHU 3a00JIEBAHUSIX MTOYEK Y ACTEM.

Cytb wu300peTeHHs 3aKiodanach B CICIYIOHNIEM: [0 pe3yJabraram
MHOXECTBEHHOTO  PErPECCHMOHHOIO  aHajdu3a  [O0Ka3aTeleil, OTpa)karollnux
(YHKIIMOHAIBHOE COCTOSIHME TOYEK, IyTeM MaTeMaTUYeCKUX BBIYMCICHUIN
PACCUUTHIBATIN UHICKC MOPAKEHHS TIOYEK 10 hopMyIIe:

X=0,732a+0,540b - 0,368 ¢ + 0,381 d,
rae X — MHAEKC MOPaKeHUs MOYEK;
a — MAaKCUMaJIbHasi OTHOCUTEIbHAS INIOTHOCTh MOYH, YCJI. €]1.;
b - TUTpyeMast KHCIOTHOCTb MOYH, MI/CYT.;
C - 0;-MHUKPOIJIOOYJIMH MOYH, MI/J;
d — anpOyMHUH MOUH, MT/J;
0,732; 0,540; 0,368; 0,381 - HOpMHUpPOBaHHBIE KOIPPHUIIUECHTHI.

[Ipu 3HaueHNM MHIEKca mopakeHus modyek X < 800 HaOmromeHne MOXKeT OBITh
OTHECEHO K Tpynmne ¢ TPEUMYIIECTBEHHBIM MOPAaXXEHUEM KaHaJbIEB, IIPH
3HadyeHuu QyHkmuu X > 800 — Kk rpynme ¢ MperMyIIeCTBEHHBIM MOPaKEHUEM
KITyOOYKOB.

JlaHHO€ M300peTeHHe NPEMJIOKEHO I TMAalMEHTOB C 3a00J€BaHUEM IOYEK
0001 ATHOJOTHH, B TOM YHUCJIE MOXKET MPUMEHSATHCS W IS ONEHKH (DYHKITUU

INOYCK B BOCCTAHOBUTCIILHOM IICPHUOC OIIIL.
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MpI IpUMEHUITU TaHHBIM METOJ] K M3yYeHHBIM AeTaM (Tabmuia 13).
Tabmuna 13
Pacnpenesienue nanueHTOB B BOCCTAaHOBUTEILHOM nepuoae OIIII B

3aBUCUMOCTH OT 3HAYCHUS HHACKCA MOPAKCHUSA ITOYCK

[Ipenmytiie cCTBEHHBIH 3HaYeHHnEe UHACKCA MTOPAKEHUS MTOUYEK
YPOBEHb MMOPaKEHHUS <800 > 800
TyOynsipabie nopakenus (n=25) 23 (92,0%) 2 (8,0%)
[ moMepynsipHbIE TOPAKEHUS 3 (75,0%) 1 (25,0%)
(n=4)

* _ pasiuns MeXy pymmamu: x> =94,78 st tabmuust 2x2, df 1, p<0,000.

MBI OLIEHUIM TTOJTYYEHHBIN CrIOCO0 C MO3UIUU JI0KA3aTEIbHON MEIUITUHBI.
UyBcTBHUTENBHOCTS (S,) = 95,8 %.

Cnennduanocts (S,) = 75,0%.

Jlnarnoctuueckas TOUHOCTh MeTofa (A.) = 85,7%.

[Ipemymaraemeiii croco0 TMO3BOJIIET C JOCTATOYHOW TOYHOCTBHIO OMNPENCIIUTh

IPEUMYILECTBEHHBI YPOBEHb MMOPAKEHUSI OT/AeNIa He(poHa.

3akiI04eHue 1o raBe.

Takum oOpazom, aHanu3 peruoHanbHbIX MpuunH pa3putus TXIIH npusen
NOHMMAaHUI0 HEOOXOIMMOCTH NapajuIeIbHOTO Pa3BUTHS HOBBIX TEXHOJIOTWHA B
JICUEHUHU OOJIbHBIX C BPOXKIECHHONM M NPUOOPETEHHOM NATOJOTMEN TOYeK,
BHEAPEHUSI HEPPONPOTEKTUBHBIX METOJIOB JUIsl COXpaHEHUS (QYHKIHM MOYeK,
CO3/IaHME TPYMIbl BBICOKOTO PHUCKA Cpeau JeTed ¢ 3a00JIeBaHUSIMHM IOYEK 10
pazButuio XIIH B Onwxkaiiiee Bpemsi; COBEPILICHCTBOBAHMS amOyJIaTOpHOU
Hedpoornueckor momoinu. Mbl 00paTuiI BHUMaHue, 94To paHHee pazsutue XITH
HaOIIONAJIOCh Y HOBOPOXKJICHHBIX M JIETe TEPBBIX MECSIEB >KU3HU C TKEJION
BPOKIEHHOW M HaciencTBeHHoW mnartonorued. K 4-7 romam BbeisiBisiercs XIIH y

neteil ¢ Hedpomartuend, ¢ XPOHUYECKMMU HACJIEICTBEHHBIMU HeppUTaMH, C
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runoriazueil mouek, nocie nepeHeceHHoro ['YC. OcoOGeHHO oOmacHbl TUMO- U
aucruiazuy moyek. OHM JUIMTENBHO MPOTEKAT 0€CCUMIITOMHO.

B mocnemnue roaer mpeobnanaer panee BbisiBieHne CAKUT-cunapoma y
JIETEU 32 CUET Mpe- U MOCTHATAIIBHOTO CKPUHUHTA, YTO YAYYIIWIO OIPOTHO3 JAHHOU
MaTOJIOTHH.

XbII y neren, kak mpaBuio, pa3BUBACTCS MEIJIEHHO M HAa PAHHUX CTAJIHUSIX
MOXKET KIMHUYECKM He mposBiaTbes. Konuenmms XbBII pacmumpser nonstue
«XpOHUYECKAs MOYEUHAasi HEAOCTATOYHOCTBY, MIEPEBEIS €€ B CTaTyC TEPMHUHAIBHON
ctagquu XBII (5 cragus). 1o mo3BoiseT 3a0IaroBpEMEHHO OIEHUTh HaYajbHBIC
CTaauu 3a00JeBaHMsI TIOYEK, TMPOBECTH NPEBEHTUBHBIE MEPONPUITUS IS
3ameqiieHnss  nporpeccupoBanus  XIIH w  cHMKEHUsT 4acTOTBl  pa3BUTHA
TEPMHUHAJIBHOMN CTaJINH.

Onenka ne6rora 3a0051eBaHus C TSDKENBIM TeueHueM, BosHukHoBeHueM Ol
MO3BOJISIET BBISIBUTH (DaKTOPHI PUCKA JAJIbHEHIIIEro HEOIaronpusaTHOTO MPOTHO3a U
osicTporo nporpeccupoBanusi XbII.

Onpeneneno, yto Beayuied npuunHou paszsutug OIIIl y nerelt panHero
Bo3pacta sBisiercs ['YC, B wucxome koroporo ¢opmupyercas XTHUH. Pannee
nporpeccupoBanune XbII onpeneneno y 39,3% nereit, nepenecumux ['YC.

Boienensl mpeuKTopbl HEOIArOMPUATHOTO TEYEHUSI B OCTPOM TMEPHOJIE,
paHHEM U No3aHEeM BoccraHoBuTenbHOM Tiepuogax OIIIl, mno3BonMBIIME
CMOJICJIMPOBAaTh HHJEKC TMporpeccupoBanus ©Oone3nu. Pazpaboran cmoco6
JMArHOCTUKU TOpa)XEHUsl OThena HeppoHa MpH 3a00JEBaHUAX TOYEK Y JIETEH.
BrimeykazanHple METOJbI MOATBEPAWIM JOCTATOYHYK) YYBCTBUTEIBHOCTH W
cnenuUIHOCTh U MOTYT IUPOKO UCIOJIb30BATHCS B MPAKTUYECCKONU HE(PPOIOTHH.

BroisiBiieHHe NpeIUKTOPOB  HEOJArompuUsITHOTO TE4YeHUs 3a0o0JieBaHUS,
BHHUMAaHHE K TPYIIaM BBICOKOTO pucka (hopMupoBanus U mporpeccupoBanmst XbI1
c ucxogoM B TXIIH ocraercs aktyanbHOM poOIeMOii.

Pa3BuTHe 3aMeCTUTENBHON MMOYEYHON TEPANUU PE3KO CHU3WIIO JIETAITBHOCTD
neteit ot OIIIl n XITH. HeoOxoqumo nanbHeiIIee cOBepUICHCTBOBAHNE TAaKTUKU

BeneHuda nereu ¢ XbII.
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I'masa 4. Kommiiexkcnas onenka redenuss XITH (XBII 3-5 c1.) Ha pa3HbIX

JTanax MpoCHneKTUBHOI0 HA0/II0IeHs] (KOHCEPBATHUBHBIN, IMAJIU3HbIN)

B 3710l maBe MBI NPOAHATU3UPOBAIM KIMHUYECKHME U METa0OJIMYECKHUE
nannble y nereit ¢ XITH Ha pa3Hbix aTamax HaOI0ACHUS.

C 1996 roma na 6aze COKb wum. B.JI. CepenaBuna co3maH 00JacTHOU
JNETCKUN  ypOHEPPOIOTUYECKUNA WEHTP, BKIIOYAIONMA B cedd OTHeleHUs
Hedposioruu, yposaoruu, a Takke 00JIaCTHON AUAIU3HBIN [IEHTP, OTKPHITHINA B 2010
rogy. MMeercss Takke cCTaluMoOHAp JHEBHOTO TMpeObIBaHUS HEPPOIOTHUUECKUX
OOJIbHBIX, CTAllMOHAP HAa JAOMY JJIsi OOJBHBIX HAXOMSIIMXCA Ha aMOyJaTOpHOM
MOCTOSTHHOM TiepuToHeanbHOM auanuie. C 1989 roga BHenpeH remMomuanu3 Juist
nedenusi O6onbHbIx ¢ XIIH; c¢ 2005 — neputoneanwHbit auamu3 ¢ 2009 —
MPOJJICHHBIE METOJIMKH 3aMECTUTEIILHON NTOYEUYHOMN Tepanuu (HepepbIBHBIA BEHO-
BCHO3HBIM  TeMOJUalN3, HEMpEpbIBHAS  BEHO-BEHO3HAs reMoQuiIbTpaIus,
MeMOpaHHbI 1azadepes u ap.).

[TpoCHEeKTUBHO B IMHAMUKE Mbl U3YUYUJIU CIEAYIOIINE TPYIIIbI NAallUEHTOB:

I rpynna (ocHOBHasi) — IE€TM Ha KOHCEPBATMBHOM JTame JiedeHus ¢ 3—4
cragusmu XBII (28 nereit).

II rpynima geteit (rpynma cpaBHeHus) — ¢ TXIIH nHa nuanusnow tepanuu (23
nanuenta) — II A moarpynna; aetu ¢ nepecaxeHHod noukoit (21 6onpHOM) — 11 b
nonrpynna. Jlannas noarpynmna (II b) monpobHo omucana B 5 riiaBe HaCTOSIIETO
uccnenoanus. [lo kmaccudpuxanuu K/DOQI, sto 6sutn netu ¢ S5 cragueit XbII.

Ocob6ennoctu GopMUpOBaHUSI TPynn HAOMIOACHUS — HUX JUHAMU3M U
BO3MOYKHOCTb ME€PEX0/Ia OJTHOTO U TOTO K€ MAllMeHTa U3 OJAHOU TPYMIIbI B JPYTYIO.
OOBIYHO TIEpexoj] BO3HMKAET IMpPU HEOOXOAMMOCTH TEpEeBECTH peOeHKa Ha
3aMeCTUTEINbHYIO ToueuHyto Tepanuto (3I1T).

[T rpynmy (koHTpOIBHYI0) cocTaBuiu netu ¢ XbII 1 ct., 6e3 BeipaeHHOTO
HapyuieHus: GyHKUUU noyek — 30 malueHToB.

B naHHOM maBe Mbl cpaBHMBaeM Tpu rpyninsl nauueHTos: I, IT A u II1.

75



OcHoBHoM  mpuumHoM  pa3Butuss XIIH  Obutu  BpOXKIEHHBIE U

HACJICJCTBCHHBIC 3a00JI€BaHUS MOYEBOM cUCTEeMBI — 72,5% (Tabmuia 14).
Tabnuia 14
Jtnonorudeckas crpykrypa XIIH y nereii (2009-2018)

Otnonorust XbII I'pynnbi 00c/1e10BaHHBIX J1eTel Usvn
XBII 34 ct. | XBIIS5 cr., 3IIT
I (n=28) IT A (n=23)
Bpoxaennbie u
HacJIeCTBEHHbIE 17 20 189,0
3a200.,1eBaHNs (60,7%) (87,0%)
OOCTpyKTUBHBIC ypOTIATHH 6 5 135,0
(21,4%) (21,7%)
I'mapouedpos 1 2 23,5
(3,6%) (8,7%)
[IMP (pednrokc-nedponarusi) 2 4 48,7
(7,1%) (17,4%)
I'umo- u gucnias3us mouyek 3 3 1,5
(10,7%) (13,0%)
IToankucTo3 mouek 4 5 19,7
(14,3%) (21,7%)
Cunapom Anbriopra 1 - 28,7
(3,6%)
Hedponodptuz dankonun - 1 0,6
(4,3%)
IIpuoOpeTeHHbIE 11 3 504,0*
3a00J1eBaHMsI MI0YEK (39,3%) (13,0%)
XTHH (ucxon I'VC) 9 3 322%
(32,1%) (13,0%)
XT'H MII® 2 - 145,5
(7,1%)
U — kputepuit Manna-Yutuu, Ukp = 198 npu p=0,01, * orMeueHbl 3HaYNMBbIE KPUTEPUHU

Oro CAKUT-cunapom (rumo-

ypomnaTuu, THUIPOHEPPO3,

n AucIiasusa IIO4YCK,

My3bIPHO-MOYETOYHUKOBBIM  pedIItoKc,

OOCTPYKTHUBHBIE

pedrokc-

Hedponarus); MOJUKUCTO3 TMOYEK, CIOXKHBIM TeHETHUEeCKUH cuHapoMm (Bcero 37

neteit). XTUH nedput y 12 nabmogaemsix nocie nepenecennoro I'YC, octporo
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noBpexaeHus nouek  (23,5%). B aByx choydasx —  XpOHUYECKHUU
Me3aHTHoIpoiudepaTuBHEIN riiomepynoHehput (4,0%).

Pacnpenenenne no moily ¥ BO3pacTy MAlMEHTOB MPEICTABICHO B IJIaBe 2.
Camblii  MOJIOIOM  peOEHOK,  KOTOPBIA  JIEYWJICS C  HCIOJb30BAHUEM
NEPUTOHEATILHOTO TUajn3a, ObLI B3AT Ha 3Ty NMPOLEAYpPY B BO3pacTe JIByX HEIEIb.
bonee yem y nonoBunsl nmanueHToB ¢ CAKUT-cunapomom u XBII Obna pannss
JUArHOCTUKA TAaTOJOTHHU BCJIEACTBUE MPEHATAJIBHOTO W PAHHETO HEOHATAJIbHOIO
cKkpuHMHTA. JleTelt HAOIIOMAIM YPOJIOTH, HEPEIKO BBIMONHsIM oneparuu. XITH
JIMarHOCTUPOBAJIM Y HUX B paHHEM U JOIIKOJIBHOM BO3pacTe. Y 7 JeTeil mpu3HaKu
XIIH BBISBIEHBI Cpa3y IOCIE POXKICHHS B NEPBBIE HENEIH U MECSLbl KU3HU.
Pazsutue XBII nocne nepenecenHoro I'YC, nuarHOCTHpOBaid YXE€ B IE€pPBBIC
rofibl HAOJIOICHUSI TOCTE TMEPEHECEHHOI0 CHUHAPOMA, N10CTarodyHo paHo. Cam
CUHJIPOM pa3BUBAJICS B BO3PACTE OT 5 MECALIEB U JO 3—X JIET.

K momenty Hauwana mnpocnekTuBHOro HabOmogeHus B 2009 romy u ero
okoH4YaHus B 2018 rogy Ha MNEPUTOHEATBHIIOTEPUOM JIHAIM3E HAXOAWUIIOCH
cymmapHo 32 pebenka. B koHIile HaOMOAEHUS WX CTAJI0 MEHBIIE — 9, MOCKOJIBKY
OCTaJbHBIM OblJIa CJieJlaHa B pa3HOE BpeMs TpaHCIUlaHTanus mnodek. Cpenu
naimenToB Il A rpynmnel 6 O6bimu B3aTel Ha 3IIT B Teuenun 2005 — 2007 rr., 17
nereit — ¢ 2008 u mo 2018 roapl. OHK BKIIFOUAIMCH B TPYIITY MOCTEIIEHHO, 110 MEPE
MOSIBJICHUS MOKazaHuii 1t neperoga Ha 3I1T.

B otnenenun nedpponoruu COKb no 2005 roma y eAMHUYHBIX MAIIMEHTOB C
XBII 5 cr. nedenme wHaumHaiioch ¢ remomuaims3a. Ho mocie 2005 roma
HICTI0JIB30BAJICS [IPEUMYILIECTBEHHO IIEpPUTOHEAJIbHBIN TAAIIN3. Ha

IICPHUTOHCAJIbHOM AUAIIN3C ACTH HAXOAWIUCH OT 2-X 1 a0 7 ner.

4.1 Knunuko-aaboparopusie nposijieHus XITH y nerei

OCHOBHBIC KJIMHHUKO-aHAMHECTUYECKHE IIPU3HAKHU Y IIGTGI\/’I HCCIICAYEMBIX

rpymI CyMMHPOBaHbI B Tabmuie 15.
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Tabmauua 15

Kinnuko-anamuecruyeckue nposisiieHusi XbII 3-5 cr. y nerei

(B cpaBaenuu ¢ XBII 1 ct.)

AHaMHeCTHYECKUE U I'pynnbl 00c/ie10BaHHBIX JeTel H,p
KIIMHHUYECKHE
aHHbIE OcHoBHas I'pynma KonTpous-
rpyIra CpaBHEHMS | Has rpymnmna
I (n=28) IT A (n=23) III (n=30)
AHaMHeCcTHYECKHE JaHHbIe
Bo3spact pazButus 6,6 4,7 - H=8,1
XITH, rogsl [5,7; 7,9] [3,1; 5,2] p=0,02*
XpoHHUUECKas 9 11 6 H=10,3
TUIIOKCHUS TUIOAA, (32,1%) (47,8%) (20,0%) p=0,00*
3BYP
HenoHomeHHOCTS, 5 5 2 H=4,8
MaJIOBECHOCTD (17,8%) (21,7%) (6,7%) p=0,06
3aboJieBaHuE TTOYCK 8 10 2 H=9,5
y MaTepu, (28,6%) (43,5%) (6,7%) p=0,01*
OJMKaAMIITIX
POJICTBEHHUKOB
Kaunnyeckue JaHHbIE
3aznepkka pocta 3 10 - H=7,3
(10,7%) (43,5%) p=0,03*
CHmXeHne MacChl 4 9 1 H=11,5
Tena (14,3%) (39,1%) (3,3%) p=0,00*
AprepuanbHas 17 20 2 H=243
TUTICPTCH3HS (60,7%) (87,0%) (6,7%) p=0,00*
Anemus 28 23 1 H=62,8
(100,0%) (100,0%) (3,3%) p=0,00*
ANOVA Kruskal-Wallis, df 2, * moctoBeprocts npu p<0,05

Mpb1 mpoaHanu3MpOBaIM OOIIME TPU3HAKK W HEKOTOPhIE OCOOCHHOCTH
MaHu(ecTaluu, CBI3aHHbIE ¢ OCHOBHOM MaToJIOTHEN MOYeK, KOTopas MpuBeia K
passuturo XITH.

YV nmereit ¢ TXIIH wna 3IIT cpemnuii Bo3pacT pa3BUTHS TMOYEUHOU
HEJIOCTAaTOYHOCTH TIociie AcOrora 3aboneBanus cocraBun 4,7 [3,1; 5,2] ner
(p=0,02), B 1,4 pa3a OpicTpee, yem y marueHToB ¢ XbII 3—4 ct. [Ipu sToM yem
MJIa e nedroTa TMOYEYHOW MaToJIOTHMH, TEM  BbIIE

BO3pacT CKOPOCTH

nporpeccupoBanusi XbII. Tak, y aererr ¢ XBbII, cdopmupoBagiieiics B nepsbie 6
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MECSIEB KWU3HU, CpeqHUN Bo3pacT mnporpeccupoBanusi a0 TXIIH cocraBun 1,2
[0,4; 1,9] rona. [To manueiMm A.A. BsikoBoil ¢ coaBnrt., 2015, CK® npunumaet
nporpeccupyloilee TeueHue yepe3 4-5 net mocie aebroTa O0JIE3HU C TeMIaMu
camkenns CK® o 5,9 — 6,2 mu/mun/rox [13].

N3 anamMHecTUYECKMX JaHHBIX HauoOosiee 3HAYUMbIM (AKTOPOM IS
MIPOTPECCUPOBAHUS XBII ObL1a XpPOHHYECKAs TUIIOKCHUS IJI0/a.
[TocTrunokcuyeckoe MOBPEXKACHUE MOYEK OIMUCHIBAIOT MHOTHE aBTOpHI [42, 227,
158]. Mbl oTrMermnu 3a0oieBaHME TOYEK Yy Marepu pedeHKa U OirbKalimmx
poncTBeHHUKOB B 43,5% nipu popmupoBanuu TXIIH (p=0,01).

Kak cnemyer u3 Tabmuiel 15, 3aaepkka pocTta, MacChl Tejla OTMEUYEHa B
43,5% u 39,1% cnydaeB y 6onpHbIX ¢ TXIIH Ha doHE BpOXKIEHHON U IITUTEIHHO
MPOTEKAIOIIEH MPUOOPETEHHOM MATOJIOTMHM TIOYEK, pa3BUBAIOUICHCS B paHHEM
netctBe (p<0,001 1 p=0,03 COOTBETCTBEHHO).

Hapymienue pocra siBnsieTcss paclpOCTpaHEHHBIM M, BO3MOXHO, HamboJee
3ameTHbIM ocnokHeHueM XIIH y nmereii. Crenenps HapyleHUs: poCcTa U B MEHBIIEH

CTEIICHH MacChl Telia yBennunBaeTcs ¢ ymeHbiennem CK® (puc. 6).

50
45
y=-4,25x+44{4
40 R>=10,8199
35
30
2 y =-9,85x + 52,05
20 R2=0,9938
15
10
5 y=-1R,A'-'s)(+ ’%%7\\
R>=10,981
4 5
Cramgun XBII
LenTmie pocta LenTnnn CKO,
Maccel Tema  Mi/Mus/1,73M2

Puc. 6 Jlunamuka pocta u Macchl Tejla B 3aBUCUMOCTH OT CHH>KCHUSA

CK® mipu XBII 3-5 ct. (ypaBHEHHSI TUHEWHON pETpeccun)
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Hamu nonyyeHa BbICOKast CTeNeHb Koppessanuu (no mkaie Yengoka) Mexay
ypoBHeM CK® u cHmxkenueM pocta y aered ¢ XbII 3-5 cr. (r = 0,87, p<0,05).
BolpakeHHast KoppessiliMOHHAas CBs3b OOHapykeHa Mexay ypoBHemM CK®D wu
Mmaccou tena (r= 0,71, p<0,05).

IIpoBenennoe B 2016 romy coBMmecTHOoe wucciaenoBanne B CeBepHOH
Amepuke, B kotopoe 0110 BKItodeHo 5000 nereit ¢ TXIIH, mokasano, uto Gonee
35% manueHTOB WMeENH POCT HWKe Tperbero mepreHTw s [112]. HawmbGomee
aKTUBHO PEOCHOK pacTeT B MEPBbIC 2 roja *u3Hu, nostomy aetu ¢ XbII B nanHom
BO3pAaCTE€ TIOJIBEP>KEHBI OOJIBIIOMY PHUCKY CEpPbE3HOM 3aJepKKu pocTta. Y
MalKMeHTOB 0o0Jiee CTapuiero BO3pacTa CHUKEHHE TEMIIOB POCTa MPOUCXOJUT
IJIaBHBIM 00pa3oM M3-3a HapyIlIeHu MeTadonu3ma ropmoHa pocra [113].

ApTtepralibHOE J1aBiieHue ObLIO NMOBBIIEHHBIM Y 87,0% namuenTos ¢ TXIIH,
y 6ompHBIX ¢ XBII 3-4 ct. B 1,4 paza pexe (p<0,001) mo JaHHBIM CyTOYHOIO
MoHutopupoBanusi AJl. CpenHue ypOBHU apTEpUAIbHOIO AaBICHUA Yy JETel

CpPaBHMBAEMBIX T'PYII NIPEICTABIEHBI HA pUC. 7.

160
140 ~
120 ~
100 -
80 -
60 -
40 -
20 +

= CAJL
AAI

XbII3cr. XbII4cr. XBIIScr

Puc. 7 U3smenenue ypoueit CA/l u JJA/Jl B 3aBucumocTu ot ctaauii XbII

B ommume or mHorux apyrux ocnoxkHeHuil XbBII, rumepreH3us MoKer
IPUCYTCTBOBAaTh Ha PAHHUX CTagusX 3a00JIEBaHUS M €€ PacHpOCTPaHEHHOCTb

BO3pacTaeT no Mepe nocreneHHoro cHmwxennsa CK® (puc. 8).
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Cranun XBII
=—o—KonunuecTBo feTel ¢ moBbieHHbIM AJl, %

== CK®, mn/mun/1,73 M2

Puc. 8 KonnuecTBO ManueHToB ¢ MOBBILICHUEM APTEPUATBHOTO JTaBICHUS
B 3aBUcHUMOCTH OT cHIkeHUs1 CK® npu XBIT 3-5 ct.

(YpaBHEHHUS TMHEWHOMN perpeccun)

ITo nmanueiM Mitsnefes M.M., 2012, y nereii ¢ XbII naGmomaercs Ooiee
BBICOKAasl CHCTOJIMYECKass M JUACTOIMYecKas BapHaOEIbHOCTh apTEepUaIbHOTO
JaBlieHUs U OoJiee HU3Kas BapuaOEIbHOCTh CEPAEYHOIO PUTMA IO CPABHEHUIO C
nanMeHTaMu Oe3 aprepuanbHOi runepreH3uu ¢ XbIL. Otu daktopsl sBIsOTCA
NOTEHIMAIbHBIMA ~ TPEIUIECTBEHHUKAMU  PAa3BUTUA  CEPACYHO-COCYIUCTOU
narojoruu [183].

MeTabonuyeckuii anua03 ¢ KIMHUYECKUMHU MPOSBICHUSAMH B BUJE OJBIIIKH
oTMeyascs y 2-x nanueHrtoB (8,7%) ¢ TXIIH, mo 6moxumMudeckum mapamMeTpaMm Mbl
HAOJTIOaIM €70 3HAYUTEIHHO Yallle.

B 100% cnyuaeB y Bcex JeTed C XpOHHMYECKOM OO0Je3HbIO Mouek 3—5
cTajuel ObUIa BBISIBJICHA aHEMUSI.

OTtnenbHble Ja00OpaTOpHbIC TAHHBIE U3YUYEHHBIX MAIMEHTOB MPEACTABICHbI B

tabmure 16.
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Tabmuua 16

OcHoBHbIe J1a00opaTopHble NoKa3aTeau kposu XbII 3-5 cr. y aereit

(B cpaBaenuu ¢ XBII 1 ct.)

JlaGopaTopHbIe I'pynnbl 00c/ie10BaHHBIX JeTel H,p
AAHHBIC OcHoBHas I'pynma KonTpois-
rpyImrma CpaBHEHHUS Has rpymnma
I (n=28) IT A (n=23) III (n=30)
I'eMortoOuH, /11 115,0 96,5 123,0 H=13,8
[102,5; 124,0] | [85,0; 110,5] | [110,0; 132,0] | p=0,00*
OpUTPOLUTHI, 3,5 2.9 4.3 H=6,0
x10"/1 [2,8;4,60] [2,1; 3,6] [3.4; 5,5] p=0,04*
OOmmii OeJok, /71 71,8 57,6 80,8 H=9,7
[67,6; 75,8] [51,2; 63,5] [76,5; 85,3] p=0,01*
Anb0ymuH, % 56,9 48,2 70,6 H=16.4
[51,2; 30,5] [42,3; 54,6] [65,5; 78,9] p=0,00*
Kpearunun, 192 256 92 H=374
MKMOJTB/JI [148; 232] [196; 405] [78; 115] p=0,00*
MoueBrHa, MMOJIB/JI 8,2 15,3 4.5 H=22,3
[6,7;9,6] [10,9; 18,8] [2,9; 5,3] p=0,00*
Kannii, MMoJIB/IT 4.8 5,2 4,0 H=14,1
[3,7; 5,3] [4,5; 6,0] [3,1; 4,8] p=0,00*
Harpuii, MMOJIB/1 138 141 139 H=4,1
[132; 145] [138; 147] [132; 143] p=0,07
Kanpmuii, MMOJIB/ I 2,0 1,5 2,4 H=3,5
[1,8;2,7] [1,3; 1,9] [2,0; 2,6] p=0,15
dochop, MMOIB/T 1,7 2,1 1,3 H=3,1
[1,6;2,0] [1,8; 2,3] [1,0; 1,9] p=0,21
pH 7,3 7,2 7,4 H=0,52
[6,8; 7,8] [6,5; 7,7] [7,0; 8,1] p=1,88
BE, mMmons/n -2,8 -5,6 1,2 H=6,3
[-2,3;-4,0] [-4,3;-7,1] [0,5; 3,0] p=0,04*
ANOVA Kruskal-Wallis, df 2, * noctoBeprocts npu p<0,05

AHemus SBISETCS CaMbIM PacpOCTpaHEHHBIM ociiokHeHueM XDbII y nerei,
BBI3bIBAET MHOKECTBO HEOJIArONPUATHBIX KIMHUYECKUX MOCIEICTBUM, BKIIOYas
HU3KO€ KaueCTBO JKW3HHM, CHIKEHHYI0 HEHPOKOTHUTHBHYIO CHOCOOHOCTD,
paboTOCIOCOOHOCTH U MporpeccupoBaHue GakTOPOB pUCKa CEPACUHO-COCYIUCTHIX
3a0oneBaHnil, TakuxX Kak rumnepTpodus jesoro kemymouka [112]. ITlo manHBIM

amepukaHckux neauarpudeckux wucciaenoBanuit (NAPRTCS) mnoxkazano, d4to
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pacrpocTpaHeHHOCTh anemuu y nereit Ha 3 ctaguu XbBII cocrasnser 73%, Ha 4
craguu — 87%, Ha 5 craguu — 6omee 93% [107].
B namux HaOmromeHusIX JaHHOE ocioxHeHHe BbIsBIeHO B 100% ciydacs

npu XbII 3-5 ct. IIporpeccupoBanue anemuu Oosiee BBIPAXKEHO NPHU CHHKEHUU

CK® (puc. 9).

140

100 ——
y=-10,75x+127,33

R*=0,9505

80

60

40

y =-138,45x + 59,467

R>=10,981
20

y=-0,145x+3,66

0 ' Rz =(0.0907 + 3
4 5

=& YporeHs HB, /1

== YpoBeHb dpuTpouuTos, x1012/n
CK®, ma/mun/1,73 M2

Craguu XBII

Puc. 9 Jlunamuika ypoBHEH reMOITIOOUHA U SPUTPOITUTOB KPOBH B
3aBucuMocTH oT cHmkeHuss CK® npu XbII 3-5 ct.

(YpaBHEHHUS TUHEHHOM pEerpecCcun)

[lony4yeHbl BBICOKHME CTENEHM KOppeysuuu Mexay cHuwkennem CKO
ypoBHsIMH TemoriioonHa u 3putporutoB (r = 0,94 u r = 0,88 cOOTBETCTBEHHO,
p<0,05).

MpbI yCTaHOBWIIM KOPPENSIIIMOHHYIO CBSI3b MEXKIY YPOBHEM TeMOIJIO0OMHA W
IEHTUJIBHBIMM TIOKa3aTeIsIMu JUIMHBI W Maccel Tenma (r = 0,62 u r = 047
COOTBETCTBEHHO, P<0,05).

Anemusi npu XBII sBisieTcss pe3ynbraroM MHOTHUX B3aUMOIEHCTBYIOIIUX
(hakTOpoOB, HO CHHXXEHHUE TMPOU3BOJICTBA OSPUTPOINOATHHA U3-3a HAPYIICHUS
GYHKIMH MOYEK W JUCPEryNAlMs >kene3a (BKIodas NePUIUT kKejne3a U Kene30-

OrpaHUYEHHBIN AIPUTPOIOI3) SABJISAIOTCA EpBUUHBIMU [198].
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Hannune anemuu y OonbHbIx ¢ XBII yBenuuuBaeT BEpOATHOCTh CEPAECUHO-
COCYAMCTBHIX 3a00JIeBaHUN, HApyLIEHHM HMMMYHHOro crtaryca. Ha momuanu3Hoi
CTaANM HEpPeAKO oOoTMeuYeHa HedPPEKTUBHOCTh JICUCHUS aHEMHUHM WJIM KpaiiHe
Hu3Kasg >¢dexktuBHOCTh. bonee yem y momosunbl OonbHbIX TXIIH ompenenena
aHEMHS TSKEJIOW CTETICHHU.

Kak cnemyer u3 tabmuiel 16, mo mepe mporpeccupoBanus XbII ¢ 3 no
TEPMUHAIBHOW CTAIUM HApACTAIM aHEeMUs, a30TeMus. [ unepasoremMusi BbHISBICHA
Hamu B 100% wna6monennit npu XbBIT 3-5 cr. ITlosBisiuch TEHICHIMH K
CHUKEHHIo obero oenka ¢ 71,8 r/n o 57,6 v/n (H=9,7, p=0,01). CooTBETCTBEHHO
CHIKAJIMCh U aJIbOYMUHBI CRIBOPOTKH KpoBH (¢ 56,9 — 110 48,2 %).

['unepkanueMus BbBISBICHA Y OTACIbHBIX OOJBHBIX, YTO OOBSICHSIETCA
camwkenneM CK® y nereit mo mepe nporpeccupoBanus XbII, merabommyeckum
alua030M, OJINTYPUEH, AaHYPHUEH.

OtMmedeHa TEHACHIIMS K TOBBIIIEHUIO YPOBHS Pochopa B CHIBOPOTKE KPOBH.
Pexxe BcTpeyanuch KOHKPETHBIEC >KajdoObl, OTpa)kalolllhe BKJIIOYEHHUE KOCTHOM
CUCTEMBI B MATOJIOTUYECKUM Tporiecc. Tak, HaOMOIaIUCh 00JIM B TOJIEHOCTOTHBIX
U KOJIEHHBIX CyCTaBax MpH XOAbOE, 0COOCHHO MpH MoabeMe Mo JyiecTHule (y 2-X
MAIMEHTOB); HApYIIEHWE TOXOJKMA 3a CYeT BaJbl'yCHOM nedopmaiuu CTo,
XpoMoTa, yTuHas moxoaka (y 2-X 0oJbHBIX); 00U B Ta300€IPEHHBIX CycTaBax CO
CIIOHTAHHBIMM BKOJIOYEHHBIMU TiepesioMamMu Iiedku Oeapa (B 1  ciyuyae).
[locnenHee CBUIETENBCTBOBAIIO O CHIDKEHUU TPOYHOCTH KOCTEHW (TIOYEHHOM
octeonuctpodun). M3BecTHO, uTO B TepMuHaIbHOM cragun XIIH HaxomsT
TUCTOJIOTMYECKHE W3MEHEHUsT KOCTHOM TkaHW. [lo JaHHBIM JE€HCUTOMETPHUU
MUHEPaJIbHOW TIJIOTHOCTH KOCTHOM TKaHW y OTIETBHBIX MAIMEHTOB HAOIIOMAIH
CHIIKEHHE ATOrO MoKazaress: Kpurepuil Z-score B npeaenax < -1 SD — < -2.5 SD
onpeaeneH y S5 mauueHToB ¢ TXIIH, y maHHBIX NManveHTOB AMArHOCTUPOBAHA
octeorneHus. Y 2 aeTeit kputepuil Z-score 0b11 6omee -2,5 SD, 9To0 COOTBETCTBYET
OCTEOTIOPO3Y.

Hapymenue MuaepansHOoTO MeTabomu3Ma y nanueHToB ¢ TXIIH cBs3anbl He

TOJIBKO C UBMCHCHUAMH IromMecocTasa q)oc@opa, HO TAaKXXC M KaJIbIIHMA, 1 MarHHus. vy
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naueHToB ¢ XbII onpenenena runokansuuemus (2,0 mmons/a npu XbII 34 cr.,
oonee BoipaxkeHHast — 1,5 mmonb/n ipu TXITH).

ITo mepe mporpeccupoBanust XIIH u CHMXEHUS CKOPOCTHU KITyOOUKOBOM
bubTpalu yBEIUYUBACTCS MPOAYKLHUS MapaTUPEOUJAHOTO ropmMoHa. B Hammx
UCCJIEIOBAHUAX  MMOA00HOE  HAOMIONANoOCh y  OTHAEIBHBIX  MAIlMEHTOB  C
BBIPDAKEHHBIMU KOCTHBIMU TMOPAXEHUSAMH. YBEJIMYEHHUE B CBIBOPOTKE KPOBU
KOHLIEHTPAIMK MapaTupeoruTHOTO TOPMOHA MAaKCUMAIbHO AOCTUTANO 2324 mr/mil.
OMHOBPEMEHHO OTMEUYEHO M HapacTaHWE aKTUBHOCTHU IIEIOYHOU (ocdarasbl B
CBIBOPOTKE KpoBU (MakcumanbHO 10 1987 EJl). I'mnepmapatupeo3 MOeT
pa3BUBATBCS U Ha paHHUX cTaausax XbII, Mbl eme HeTOCTaTOYHO KOHTPOIUPYEM
YPOBEHb TOPMOHA y ManMeHTOB ¢ paHHUMU npossieHusMu XITH. Haunnas ¢ XbII
5 cTaguu, BTOPUYHBIN runepnapatupeos BoisBisieTcss y 95% OonbHbIX. [TosTOMY
HY>KHa CBOEBPEMEHHasl JJa0opaTopHasi JUArHOCTUKA JTAHHOTO COCTOSIHUS.

MeTtabonuyeckuil anumo3, paspuBatomuiics npu TXIIH, moxeT yxymmarsb
TedeHHre O0JIE3HU U MIPUBECTH K JIeTalbHOMY Hcxoay [86]. KnuHnueckue npusHaku
JTAHHOTO COCTOSIHUA HE CHenu(UUYHBI U JUarHO3 yCTaHABJIMBACTCS Ha OCHOBAaHUU
Ja00PATOPHBIX JAHHBIX.

B Hamem wuccienoBaHuM JIEKOMIICHCUPOBAHHBIM METaOOIMYESCKHUI amumao3
paszBuBaics y mnarueHtoB ¢ TXIIH (pH B cpemnem cocraBun 7,2; BE — -5,6
MMOJIB/T). JlaHHOe ocliokHeHue umesno Mecto y 73,9% nereit ¢ TXIIH. V wactu
nereit ¢ XBII 34 ct. (46,3%) wumen MecTto CyOKOMIIEHCUPOBAHHBIN
MeTtabonmyeckuit anuno3: pH — 7,3; BE — -2,8 mMonb/i.

[TonHBI KOMIUIEKC YPEMHUYECKOTO CHHApPOMA TPOSBISAJICA B CTaAUH
TEPMUHAJIBHOM  XPOHMYECKOM modedyHou HemocratouHoctu. [lpm  TXIIH
Habmonaercst azoremus (100,0%), anemust (100,0%), moBsIlIeHHE apTepUATIBHOTO
nasieHus (87,0%), CKIIOHHOCTH K moiaunypuu. K oOmuM npu3HakaMm Mbl OTHOCHM —
nporpeccupytoiiee cHmxenue CKO.

Ha pucynke 10 mpencraBneHsl nanHble 0 cpenHux nokazarensix CKO mo

Mepe MPOTrPeCCUPOBAHUS XPOHUYECKON O0IE3HN TTOUCK.
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Puc. 10 Cpennue Benmmunnabl CK® 1o Mmepe nporpeccupoBaHus

. 2
XpOHUYECKOU Oosie3Hn noyek (Mi/Mus/1,73 M)

Temnbel cHukeHus CK® npuHUMarOT OPOrpecCHpPYIONIAM XapakTep B
cpenHem uepes 4,2 rona nocie AedroTa 3a00JieBaHus, M0 HAIITUM JIaHHBIM CPEHUE
temribl cHIbkeHus CK® coctaBunu npu XbII 3—4 ct. 6,0 Mu/mMun/rog.

Camxenne CKO sBnsgeTcs: BaXXHbIM MapKepoM HEOIaronpusTHOrO MPOTHO3a
XBIL.

[Iporeunypusi Takke SBISETCS MPOTHOCTUYECKH BAXHBIM (DaKTOpOM
nporpeccupoBanust XbII. MHorumu aBropamu oTMeyaeTcsi 0Oojiee BBICOKas
ckopocTh cHikeHus CK® y GonbHBIX ¢ mpoTenHypueit 6onee 3 r/n/cyt [106, 179,
184].

VY nereit ¢ XBII 34 cr. nporennypus BoisiBiieHa B 71,4%, npu TXIIH — B
47,8%. Mpl He OoTMETWIM BBICOKMX HHU(p moTepu Oenka ¢ mouoil. CpemHue
MoKazaTesu npoTeuHypun y nereut cocraBuiu: 0,65 [0,61; 0,67] r/n mpu XbBII 3 —
4 ct.; 0,83 [0,76; 0,88] r/m ipu XBII 5 cT.

B HacTosmmee BpeMsi BOPOCHl XpOHHU3AIMK 3a00IeBaHUM 000N TPHPOIBI
CBS3BIBAIOT, B TOM 4YHCIIE, C OCOOCHHOCTSIMH HWMMYHHOTO OTBETAa, KOTOpHIE
TEHETUYECKU JIeTepMUHUpPOBaHbl. [lo3TOMYy MBI paccMOTpenum HEKOTOpPbIE
MOKAa3aTeau KJIETOYHOIO M TYMOPJIbHOIO 3BEHHEB MMMYHHUTETa y OOJBHBIX C

XIIH.
86



4.2 UmmyHosaorudeckue ocodoennoctu XITH

CornacHo uccinenoanusm Walter H. Horl, 2020, BaxxHast posib B maToreHese
XBIT oTBOAMTCS HApyWIEHUSIM PErYISIUU T-KIETOYHOro 3B€Ha UMMYyHUTETA [224].
Opnako JaHHBIC, Kacarolmecs HccienoBaHuil cyomomynsaiui T-nmumbonuTos,
HEOTHO3HAYHBI. P57 aBTOPOB COOOIIAIOT O CHUXCHHUH T-XeNmepoB/MHIYKTOPOB
(CD4) XBbII, 51 CHUKCHUU T-

npu MIPOrPECCUPOBAHUU

cyrnpeccopop/mutorokcnueckux kinerok (CD8) [83]. Hmerrcs u  paboThl,
ykasbiBaromue Ha nossimienne CD4 npu XITH [213]. KomOuHanus ociaabaeHHOTO
MMMYHHOI'O OTBETa B COYETAaHUM C MOCTOSSHHOW MMMYHHOM CTUMYJSLIUEH MOXKET
UTpaTh pojib B CUCTEMHOM BOCIIAJICHUH.

MBI M3y4uiIM HEKOTOPBIE MOKa3areaud T[-KIETOYHOTO M TyMOPAJIBHOTO

UMMYHUTETA y UCCIEAYEMBIX MalueHToB (Tabmuna 17).

Ta6nuia 17

OcHoBHbIe UMMYHOJIOTHYecKue n3MeHeHus npu XBII 3-5 cr. y nerei

[Tokazarenun I'pynnsl 00cie10BaHHBIX JeTel H,p
OcHoBHas ['pynma Koutpons-
rpymnmna CpaBHEHHUsI | Has rpymnna
I (n=28) IT A (n=23) III (n=30)
JleitkouuTsr, 10°/m 6,2 8,7 59 H=3.9
[4,5; 8,3] [5,7; 11,0] [5,0; 6,4] p=0,07
Jlumorutser, %o 28,5 30,7 39,7 H=9.,5
[24,5; 32,7] [26,1; 33,0] | [35.3;42,2] p=0,00*
JlumdonuTsi, 10°/n 1,3 1,5 2,8 H=5,7
[1,2; 1,5] [1,3; 1,6] [2,6; 3,2] p=0,04*
CD 3, % 52,5 57,5 63,5 H=8§,2
[49,5; 55,9] [52,8;61,2] | [60,4;65,0] p=0,01%*
CD 3, 10°/n 1,4 1,6 2,2 H=5,9
[1,3; 1,6] [1,6; 1,9] [2,0; 2,3] p=0,04*
CD 4, % 28,8 33,5 37,8 H=11,3
[23.3; 34,6] [30,3; 35,6] | [34.4; 39,2] p=0,00*
CD 4, 10°/n 0,44 0,62 1,05 H=7,7
[0,5; 0,8] [0,5; 0,8] [1,0; 1,2] p=0,01*
CD 8, % 18,5 20,5 25,5 H=5,9*
[15,6; 21,5] [18.5; 23,3] | [23.2;27,6] p=0,04
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[Tponomxenue Tadbauipl 17

CD 8, 10°/n 0,27 0,40 0,62 H=2.,6
[0,1;0,3] [0,3; 0,4] [0,6; 0.8] p=0,15

CD 16, % 17,5 20,5 21,3 H=0,64
[15,5; 18,9] [18,5;21,6] | [19,2; 22,8] p=0,758

CD 16, 10°/n 0,32 0,44 0,42 H=1,6
[0,3; 0,5] [0,4; 0,5] [0,3; 0,4] p=0,248

CD 4/CD 8 1,6 1,8 1,4 H=1,10
[1,4;1,7] [1,7; 1,8] [1,4;1,5] p=0,122

Ig G, r/n 6,2 9,1 10,5 H=7,1
[6,0; 6,4] [9,0; 9.4] [9.4; 10,8] p=0,03*

Ig A, v/n 0,6 0,8 1,2 H=1,8
[0,6; 0,7] [0,7; 0,9] [1,0; 1,3] p=0,10

Ig M, r/n 1,0 1,1 1,1 H=0,08
[1,0; 1,1] [1,0; 1,2] [1,1;1,2] p=1,15

ANOVA Kruskal-Wallis, df 2, * noctoBepnocts npu p<0,05

VY nerei ¢ XIIH onpenensrorcss MHOXKECTBEHHBIC N3MEHECHUS KIIETOYHOTO U

IrYMOpajJbHOIO  3BEHbEB  HMMMYHUTETa. Mbl  ompedenuin  0coOEHHOCTH
MMMYHOJIOTHYECKON PEAaKTUBHOCTH C HEAOCTATOYHOCTHIO T-KIETOYHOro 3BEHa
ummyHuteta (CD3-, CD4-, CD8-numdonutsr), 6onee Boipaxenusie mpu XbII 3 —
4 c1. no nposenenus 3IIT. Ypoenr CD3—kiieTok (a0COIIOTHOE U OTHOCUTEIIBHOE
ux conuepxanue) Obu1 moctoBepHo cHukeH npu XbBII 3-5 cr., Torma xak ypoBHU
CD4 — u CD8—numpouuToB TOIBKO Ha Aoauanu3Hou craauu. [lokazarenun CD16—
KJIETOK HE OBUIM JIOCTOBEPHO M3MEHEHBI U KOJeOaIuch B mpeaenax pedepeHCHbIX
3HaueHUH (a0COJIFOTHOE U OTHOCUTEIBHOE COACPHKAHUE KIIETOK).

HapymeHHpii  UMMMYyHODPETYJIATOPHBIM  MHIEKC IIOKAa3bIBajl HW3MEHEHHE
cOQIaHCUPOBAHHOCTH KJIETOYHOTO UMMYHHUTETA.

Kpome toro, mpu XBII 3—5 cT. otmeuaercs cHukenue cuntesa Ig G u Ig A.

OTU JlaHHbIE CBUJIETEIBCTBYIOT O HMMMYHOKOMIUIEKCHOM IaTOJIOTUH,
BO3HUKHOBEHUU TMIIOMMMYHHOTO COCTOSIHUS, KOTOPOE, O€3YCIOBHO, yCyTyOsieTcs
C y4eTOM JUINTEIbHOCTH XPOHHUYECKOTO 3a00JeBaHUsI U  HMCHOJIb30BAHMS
UMMYHOCYTIPECCUBHOM Tepamnuu.

ITokazarenu KJI€TOYHOIO 3B€Ha NMMYHUTETA MIPEACTaBICHbI Ha puc. 11.
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Jletikorutel, 1091

CD16, % 0 JImmorurer, %

== XBII 3-4 cT.
== XBII 5 cT1. 3IIT

CD8, % CD3, %

CD4, %

Puc. 11 Tloka3arenu KJI€TOYHOTO 3B€Ha UMMYyHUTETa y TaueHToB ¢ XbII

(Ha TOAMATIM3HOM U JUAIM3HOM dTarax)

Mbl  mpoBeNM  KOPpENSIMKA  MEXKIYy OCHOBHBIM  (DYyHKIIMOHAJIHHBIM

nokasaresem, xapakrepusytonum XITH — CK® u ypoBaem CD-numdorutos (puc.

12).
100 *\
80

2,5X + 63

60 - =0,25
== CK®, mi/mun/1,73 m2
40 == Yposeus CD 3-knerok, %
VYporenb CD 4-kinerok, %
20 F2,5X+ 27  =¢=Yposensr CD 8-xieTok, %
=0,4808
0
-20
ler. 3-4 cr. 5ecr.
Craagun XBII

Puc. 12 Jlunamuka nzameHeHus nokazaresiaeit CD—1umponuToB B 3aBUCUMOCTH

oT ypoBHs CK® nipu XBII 3-5 ct. (ypaBHEHHS JIMHEHHON perpeccun)
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I[CTI/I C THUIOMMMYHHBIMHU  COCTOSHUSMH  4Yallc 0oeIoT OCTPBIMHU
peCIInpaTOpHbIMHU 3a00JIEBaHUSIMU. [Tonmxennas HMMYHOJIOIHYCCKasi
PCAKTHBHOCTD IIADUCHTOB C XIIH He MmoxeT He OTpaAXKaTbCsl HAa BO3HHKHOBCHHU

OCJIOKHEHUH U COIYTCTBYIOIEHN IaTOJIOTUY.

4.3 OcJ10)kHeHHUsI M CONMYTCTBYOIIMeE 3a0oaeBanns y aereii ¢ XITH

Jloka3aHo, 4YTO wuMeeTcs CBiI3b  Mexay cHmkeHueM CKO wu
MPOTPECCUPOBAHUEM  CEPACUHO-COCYAUCThIX 3aboneBanuii. CMEpPTHOCTH OT
CEpPACYHO-COCYAUCTBIX OCJIOKHEHUHN Y JIMI, HAXOASIIMXCs Ha remoauanuse B 10—
30 pa3 Beime, yem B obmer monyasuuu [146]. KapauopeHalbHBIH CHHIPOM,
npoOJeMbl B3aUMOCBSI3U 3a00JIEBaHUIM MOYEK U CEPACUYHO-COCYAUCTOM CUCTEMBbI
HIMPOKO OOCyXKJaroTcst B nuteparype [45; 224, 222, 219]. Ha Bcex »sTamax
pazButusi XbBIl o00s3aTenbHO BBISBISUIM M3MEHEHHS CO CTOPOHBI CEpAEYHO-
COCYAMCTON CUCTEMBI, KOTOPbIE OTIIMYAINCH JIUIb CTEIEHBIO BRIPAXKEHHOCTU. Tak
HAa KOHCEPBAaTMBHOM JTarle JICYeHHs Oojiee 4YeM y TOJIOBUHBI JETel OTMeueHa
TEHJICHIIUS K TOBBIIICHUIO apTEPUATILHOTO JaBIeHUs, U3MEHEHUS cO CTOpOoHbI DK
B BHJIC METa0OJIMYECKUX HAPYIIIEHUN B cepAeuHOi Mbiiie (Tabmuia 18).

N3meHeHHns cO CTOPOHBI CEPJIEYHO-COCYIMCTOM CHUCTEMBI UMEIU MECTO
MPaKTUUYECKU Yy BCEX JUAIM3HBIX OOJbHBIX. MMUHUMAIbHBIE W3MEHEHUS
onpenensiau no gaHHbiM OKI' (yamie HapylleHHs pUuTMa, CUHYCOBas TaXUKapaus,
NpU3HAKU TUNEPTpOoPUU  JIEBOTO  KEIyldouyka). BbeIpakeHHble HW3MEHEHUS
PETUCTPUPOBAIH TaKXKe ¢ MOMOLIbI0 DXOKT .

HaGmromanm aprepuaiibHyt0 THUIEPTEH3UIO BIUIOTH J0 3JI0KAY€CTBEHHOM
(noBbllIeHUE apTepuanbHoro aasiaeHus 10 200/120 Mm. pT. CT.) y Manbuuka 6 JeT.
VY nanumeHta Ha (OHE 3IIOKAYECTBEHHOH THIEPTCH3WH BO3HHUKIIO OCTPOE
HapylieHue KpoBooOpaimieHusi B OacceitHe cpemHeir mo3roBoil aprepuu. [lo
JIAHHBIM ~ 3XOKapauorpauu y OTOTO K€ IMallMeHTa OTMEYEHbl TMPU3HAKU

KapAnOMHOIIATUH, JUjiaTalluy JICBBIX OTACJIOB CCPALa.

90



YacroTa BCTpe4aeMOCTH U3MEHEHUI €O CTOPOHBI CEPAEYHO-COCYAMCTOMI

cucTeMbl 1o mepe nporpeccupoBanus XbII

Tabmuua 18

[Ipu3naku I'pynnsbi 00c/ieq0BaHHBIX AeTel v, p
OcHoBHas I'pynma KonTpous-
rpynmna CpaBHEHHUS | Has rpyImia
I (n=28) ITA(n=23) | I (n=30)
Kinnunyeckue n3mMmeHeHus
AprepuanbHas 17 20 2 v*=24,3
TUIICPTCH3US (60,7%) (87,0%) (6,7%) p=0,00*
['mnepronnyeckue 5 7 - v*=10,4
KpU3bI (17,8%) (30,4%) p=0,00*
N3menennst no nanabiM KT
Hapymenue putma 7 9 1 y’=15,7
(25,0%) (39,1%) (6,7%) p=0,00*
CunycoBas 16 11 1 v’=19,1
TaXUKapIus (57,2%) (47,8%) (6,7%) p=0,00*
['uneprpodus 11 19 - v’=32,4
JICBOTO JKETyI0YKa (39,3%) (82,6%) p=0,00*
Hapymienus 6 6 - v’=4,1
aTpUOBEHTPUKYIISIP- (21,4%) (26,0%) p=0,06
HOM ITPOBOJIMMOCTH
brokana myuka 5 4 - $*=0,2
['nca (17,8%) (17,4%) p=6,47
N3menennst no nanabiM Ix0KT
IIpuzHaku 3 8 - v*=11,1
KapAMOMHUOTIaTHH (10,7%) (34,8%) p=0,00*
YMepeHHas 2 3 - =73
JUAJIATAIS JICBBIX (7,1%) (13,0%) p=0,02*
OTJEJIOB CepAlla
Ymepennas | 1 - %*=0,0
JIUJIaTaIs BCEX (3,6%) (3,4%) p=17,2
OTJEJIOB CepAlla
Henocrarounocts 2 4 - H=54
A0pTAIBHOTO (7,1%) (17,4%) p=0,08
KJIanaHa

Xz, df 2, * nocroBepHocTs mipu p<0,05

VY npyrux 6onbubix ¢ XITH mo nanueiv OKI' u axokxapanorpadun oTMeueHsl

runepTpodus JIEBOTO KEITYI0UKa, Hecrneuuduueckue HapylUIeHUs
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BHYTPUKEITyI0YKOBOM MPOBOIUMOCTH. ApTepHaIbHOE JABICHHE ObLIO MOBBIIICHO
(WM TMOBBITIANOCH KpaTkoBpeMeHHO) moutd y 90% OompHBIXx. Ha DOKI
OoOHapyXuBajly TakXKe HEMOJHYI0 OJIoKaay TMpaBod HOXKKH Mydka [uca,
JNECTPYKTUBHBIE U3BMEHEHHSI MUOKapia. EMMHUYHBIMY OBLIIM HAXOIKU O AWJIATallud
JeBOTO  mpeacepAuss 0e3  BBIPAKEHHBIX  HAPYIICHWH  BHYTPHUCEPICYHOU
reMOJIMHAMUKHA, O HEIOCTATOYHOCTH AaoOpTAJBHOIO KjanaHa. OtTMmedanu u
YMEpPEHHYIO JMUIATalluI0 BCEX OTAENOB cepiia 0e3 BBIPaKECHHBIX HM3MEHEHMI
reMOJIMHAMUKH. M3BECTHO, 4YTO OTCYTCTBHE CBOEBPEMEHHOW U aJeKBATHOU
TE€panuy apTEPUAIBHON TUIEPTEH3UH, MOSBICHHE JPYIMX OCJHOXKHEHUH CO
CTOPOHBI ~ CEpACYHO-COCYOUCTOM  CHCTEMBI  CIIOCOOCTBYET  YBEJIIMYEHUIO
JEKapCTBEHHON Harpy3kd y THalUMeHTa W elle OoJblIeMy OrpaHHuYEHUIO €ro
KU3ZHENEATETbHOCTU. MBI yaensin OoJibllioe BHUMaHHUE MOAO0PY THMIIOTEH3UBHBIX
CPEICTB, NO3BOJISIIOIIUX CHU3UTh apTEPUAIbHOE 1aBJICHUE J0 LEJIEBOTO YPOBHS.

Co cTOpOHBI OPraHOB JIBIXaHUS KaK MPOSIBICHUE METa0OIUYECKOTO alnI03a
OTMEYEHa OfbIIIKA, Yalle npu BHe3anHo MaHudectrauumu XIIH wnum npu
npucoenunennn OPBU yxe npu auarnoctuposannoi XITH (B 4-x HabmoaeHUX).
BoisiBnena ckinoHHocTh Aeter ¢ XIIH k MOBTOpHBIM OCTPBIM pECHUPATOPHBIM
3aboneBanusM. B cpennem netn ¢ XBII 3—4 ct. mepenocunn OPBU 3-4 pasa B rog,
MaIMEeHTHl Ha auanuse — 4-5 pas.

Y yactu OONBHBIX OTMEYEHbl HApYyIIEHUs CO CTOPOHBI OpraHoOB
nuieBaperus. [lpaktuyeckn y Bcex ObUI CHIDKEH anmeTtut. [lo jgaHHBIM
racTpo(uOpPOCKONUY BBISIBUINCH U3MEHEHHSI B BHUJIE MOBEPXHOCTHOIO TacTpUTA,
racTpod3odareaabHOro pedirokca, HapyleHUs] MOTOPUKH KUIIICYHUKA.

Ouenp penko B TeueHun XIIH y nereld BBISBISIICS Te€MOpPparnyecKui
cuHapoM. B eauHu4HBIX HAOMIONEHUSX OTMEYEHO HOCOBOE KpPOBOTEUEHUE.
[ToaTOMy KOarymnorpaMmy HCCIEAOBAINA Y €AMHUYHBIX OONBHBIX TPU TOSBICHUU
KpOBOTOUYUBOCTH. OCOOBIX OTKJIIOHEHUH HE OBIJIO OTMEUECHO.

Bceex nerent no mepe passutusa TXIIH ocMmarpusan HEBPOJIOT M Y TIOJIOBUHBI
NALMEHTOB HAXOAWJI U3MEHEHUS CO CTOPOHBI LICHTPAJILHON HEPBHOM CUCTEMBI, YTO

COIMPOBOXKAAIIOCH TJIaBHBIM 06p8,30M ANAarao3omM «MeTaboanuecKas
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sHIedanonarus». OAHAKO K HEBPOJOTUYECKUM PACCTPOICTBAM MOXKHO OTHECTHU

TAKXKE€ YCTAJIOCTh, YTOMJIIEMOCTh, CHUKCHUE BHUMAHUS M NaMSITH, COHJIUBOCTb,

MOJIMHEUPONaTui0. ITU CUMITOMBI OBbLTH OoJiee pactpocTpaHeHHbIMU. OTMeueHa
u srunencus y 1 pedenka ¢ XITH (tabnuua 19).

Tabmauma 19

YacToTa BCTpE4aeMOCTH U3MEHEHUI CO CTOPOHbI HEPBHOM CHUCTEMBI 110

Mepe nporpeccupoBanus XbII

[IpusHaku I'pynnsi 00c/1e10BaHHBIX JeTeil Xz, p
OcHoBHas ['pynma KonTposb-
rpymna CpaBHEHUS | Has rpymnmna
I (n=28) IT A (n=23) | III (n=30)
Kiimnnyeckue n3mMeHeHus
YeTanocTs, 17 20 2 v*=24,3
YTOMJIIEMOCTD (60,7%) (87,0%) (6,7%) p=0,00*
CHMmxeHne naMaITH, 5 7 - v’=10,3
BHUMaHHS (17,8%) (30,4%) p=0,00*
Hapymenue putma 7 9 1 v’=13,8
(25,0%) (39,1%) (3,3%) p=0,00*
COHIIMBOCTh 16 11 1 v*=20,5
(57,1%) (47,8%) (3,3%) p=0,00*
[Tonuneliponarus 11 19 - v’=38,7
(39,3%) (82,6%) p=0,00*
['mnepreH3noHHo- 6 6 - $*=0,5
rupotedanbHbIiI (21,4%) (26,0%) p=2,25
CUHAPOM
OHuiedanonarus 5 4 - v*=0,1
(TOKCHUecKas, (17,9%) (17,4%) p=8.,99
JUCHUAPKYISITOPHAs )
[Tapamnapes 3 8 - v’=74
(10,7%) (34,8%) p=0,03*
Nucynbr 2 3 - v*=10,2
(7,1%) (13,0%) p=0,00*
Dnumnerncus - 1 (4,3%) -

Xz, df 2, * nocroBepHocts mpu p<0,05

beimtn m Oojiee 3HAYMTENBLHBIE HM3MEHEHUS CO CTOPOHBI HeHTpaHBHOﬁ

HCpBHOfI CUCTCMbI B BHAC HHCYJIIbBTd, B TOM 4YHCJIC OIIMCAHHOI'0 BBbIIIC,

TUIOKCHYECKU-TOKCHUECKOU JeiiKo3HIIepaIonaTuu, TUCIUPKYISITOPHOM

93



sHIe(amonarn, coodmarIecs ruaponedanu, HIDKHETO IIEHTPATBLHOTO
mapanape3a C YMEpPEHHbIM HapylleHHeM JABUraresnbHbX GyHkiuil. [lpu
MPOBEJICHUA MAarHUTHO-PE30HAHCHOW Tomorpaduu y peOeHKa MOcie WHCYIbTA,
OCTpOTO HApYIIEHUS MO3TOBOTO KPOBOOOpaIieHus B JieBOi remMucdepe B Oacceiine
COHHOM apTepuy OTMEUYEHBI HApYIICHUs], BHYTPEHHSS Tuaponedams.

BbIsiBIE€HBI M3MEHEHHSI M CO CTOPOHBI COCYIOB IJIA3HOTO JHA Yy HAIIHUX
nanueHToB. OKyJIMCT ONHCHIBaJl KapTHHY, COOTBETCTBYIOLIYIO aHTHOIATUU
CETYATKHU Y OOJBIIMHCTBA NAIMEHTOB C ApTEPUAIBHON TUIIEPTEH3UEH.

[To mnoxazanussm pnerert ¢ XIIH ocmarpuBan ummyHosior. Bo3sHukana
HEOOXOIMMOCTh BBEJEHUSA BakUMH. [lo »OUAEMUOIOTHMYECKUM IOKAa3aHUSIM
BBoamin AJICM-anatokcuH; nocie koHTakra jaereit ¢ TXIIH ¢ 601pHBIM KOpBIO U
KPAaCHYXOM  HCIIOJB30BAJIM  BHYTPHUMBIIIEYHO HOPMAJbHBIA  YEJIOBEYECKUU

I/IMMyHOFJIO6YJIHH.

4.4 IlocTOSAHHBIN aMOYJIATOPHBIM MEPUTOHEAIBHBIN IHAJIN3 KAK

OCHOBHOM MeTOJ 3aMeCTUTEJIbHOM NMOYEYHO! Tepanuu

[TocrostaabIli amOynatopHblil nepuToHeanbHbld quanu3 (ITAILJ]) sBrusercs
OCHOBHBIM CTapTOBBIM METOJOM 3aMECTUTEIBHOM IOYEYHOM TEpaNuu IpHU
nedyennn nauveHToB ¢ XIIH. OH mo3BossieT BeCTH aKTUBHBIM 00pa3 >KHU3HHU,
ITOCKOJIBKY TPOLEAYPY MOXHO BBIIIOJHATH B JOMAIIHUX YCJIOBUSX, KPOME TOIO
JIOCTYIICH ISl IeTeil paHHero Bo3pacTa [102]. Y HOBOPOXKIECHHBIX U AETEW MEPBBIX
MECHIIEB KU3HU ITO eAMHCTBEHHEIN MeTon 3I1T.

ITAITJl umeer psig npeumyiiecTB nepen apyrumu metogamu 3IIT — 3T0
JUIUTEIbHAS COXpaHHash OcCTarouyHas (YHKIHUS TOYeK, OTCYTCTBHE MpoOIieMm,
CBSI3aHHBIX C OCYIIECTBIEHUEM COCYAUCTOrO IOCTYIIA, @ TAKKE MaJiasi BEPOATHOCTD
WHOUIIMPOBAHUS BUPYCAMU TeMaTtuta W JApyrux wuHbeknui. JIuTensHOCTh
ucnonb3oBanus [TAII/] Hepenko orpanuyeHa 5-6 romamu, MO UCTEYEHUHU KOTOPBIX

MNanuCHTHI HYKIA0TCs B IICPCBOAC HA ICMOANAIIN3.
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B namem uccnenoanuu Ha ITAII/] naxoaumucs 23 nanuenrta ¢ XITH (IT A
rpynna).

[TocTaHOBKAa MEPUTOHEANLHOTO KaTeTepa C MOCIEAYIOMIUM MPOBEICHUEM
ITAII/I, HeCOMHEHHO, CHIDKaja CTEICHb MHTOKCHKAIMM, CII0COOCTBOBAJIA
BOCCTAHOBJICHUIO T€MOJAMHAMUKHA, HO META0OJUYECKUE IMOKa3aTeld B YaCTHOCTH
MOUYEBHMHA, KpPEaTUHUH OCTABAIUCH MOBBIIIEHHBIMH, YTO CIIOCOOCTBOBAJIO
COXpaHEHUI0 yMepeHHO# nHToKcukanuu. Cpennue undpsl g0 nposenenus [TAII/]

u yepe3 | roa mocie npeacTaBieHbl Ha pucyHke 13.

AnpOyMuH, T/1

OOuii 60K, /11

B o TTATI/

Ouepes 1 rox
KpeatunuH, MKMOJIB/1T

23
MoueBrHa, MMOJIB/JT 15

0 100 200 300 400 500

Puc. 13 Merabonuyeckue nmapameTpsl kpoBu y nereit Ha [TATI]]

HecmoTtps Ha auanu3, COXpaHsJIUCh MOBBIIMICHHBIMU TaKUE MapaMeTphl, Kak
MOUYEBHMHA, KPEATUHWH, UMEJIACh TEHACHIINS K CHUKEHUIO aThOyMUHA.

Crnenyer OTMETUTh, YTO JJEKTPOJMTHBINM COCTAaB KPOBU XapaKTepU30BaJICs
TUIIOKAJIbIIUEMUCH © TunepdocareMueii, oOCTaJdbHbIE IIOKa3aTelu HE ObUIN
n3MeHeHbl. CpenHuil ypoBeHb d1ekTpoauToB coctaBmwi: K 4,3 [3,6; 5,1] Mmons/m,
Na 138,8 [135,9; 145,0] mmons/n, Ca 2,05 [1,6; 2,2] mmons/a, P 1,7 [1,6; 2,03]
MMOJIB/JI.

JleTy Ha MepUTOHEAILHOM JTUaJIA3€ TIPOJOJIKAIN BBIJCISATH MOTY.

[Ipu mpoBeneHnu 0OOIIEr0 aHadM3a MOYM OblIa OTMEYEHa THUIIO-

W30CTCHYpHS C TPEUMYIIECTBEHHBIM pa3MaxoM KoJIeOaHWW OTHOCHTEILHOMN
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mwiotHoctd Moun B mpeaenax 1000 — 1008, Tonpko B JABYX HMCCIECHOBAHUSIX —
MakcuMasbHO 10 1016 — 1019. Otmedena nporennypus ¢ konebanusmu ot 0,099
10 0,99 r/n, B cpequem 0,368 /1. Peakius Mmoun ObuLia MEPUOAMYECKH IIESTOYHAS,
OTMEYEHa IMOJIOKUTENIbHAsT peakUus Ha IIIOKO3y B IMOJOBUHE CiydaeB. Takum
oOpazoMm, HaOMOJAINCh HAPYIICHUS KOHIICHTPAIIMOHHONW (YHKIHUM TOYEK,
OTpaXkarollled COCTOSHUE JMCTAIBHBIX WM MPOKCUMAJIbHBIX KAaHAJIbIEB, O YeM
CBU/JIETEIBCTBOBAJIO HAJTMYHE [IIFOKO3YPHH.

VY31 mnodek Ha Bcex OJdTamax JaBajio NaTOJIOTMYECKUE U3MEHEHMS.
[Tapenxrma moyeK Mo CPABHEHUIO C BO3PACTHBIMU HOPMAaMH YMEHBIIUJIACH, [IJI0X0
mupdepenurpoBanach win He auddepeHurupoBaiach BOBCE, B TOM YHUCIE U
KOPKOBBIE M MO3TOBBIE CIIOM. OXOCTPYKTypa IIOYeK Obljla HEOJIHOPOJHOM.
Otmeuancsa He@pockiepo3. Ha Tepmunansaom stane XIIH nmoukn BooO1Ie mioxo
T depeHINPOBAIUCEH OT OKpYy’Karolel TKaHu. OTMEYaIuCh €IMHUYHbIE KUCTHI.

VY nereit nHa IIAIIJ[ Moryr oTMmeuaThcsi CHEIM(PUUYECKUE OCIOKHEHUS

HEUH(EKIIMOHHOTO U MH(DEKIIMOHHOTO XapakTepa (puc 14).

4,30% 4,30% ¥ BrimageHnue karerepa

4,30%

B Murpauusi Karerepa
JIuratypHsblii cBUIIL
B I'pblxku nepeaHei

OpIOIIHOM CTEHKHU

B JleputoHuT

Puc. 14 Cnemuduueckue ocnokHeHus y aeren, Haxoasmuxcs Ha [TATI]]

[Ipu npoBenenun PET — Ttecta ycraHoBieHO, 4TO OpIONIMHA SIBISETCS
cpenueBbicokuM Tpancmoptepom (I11); cpenHEeHU3KUM TPAHCTIOPTEPOM IO TITFOKO3€

U HU3KHUM 10 kpeaTuHuny (I).
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[Tokazatenp anekBatHOCTH Auanu3a — Kt/v coctaBmsan B cpenHem 2,48 B
HEZIETI0, KIIMPEeHC MO0 KpeaTHHUHY — 75,4 n/Henemto (ypoBeHb kpeatuHuHa — 740
MKMOJIB/4); 136 n/Henemnto (160 MkMomb/4).

[Ipu nccnenoBaHuM AWAIM3aTa BBISBISIICS LIUTO3 Pa3HOM cTENeHU — OT 6 110
126 xknetok B 1 mur 3a cuer HeWTpodunoB. Pocta GakTepuii niaum He OBLIO WM
OTIPEEIISIINA TPAMITOIOKHUTEIbHYIO KOKKOBYIO (IOpY.

OcHOBHBIE TMOKa3aHUs Il 3KCTPEHHOIO MEpPEeBOAA MALMEHTOB Ha JMan3
npencrasieHsl B Tabnmuue 20. Bo3pacT manMeHToB MpU 3TOM COCTaBUJI OT
POXKAEHUS 10 7 JET.

Tabnuua 20
IHoka3aHus 1 IKCTPpeHHOro nepesoaa nauneHToB ¢ XIIH Ha

Hepl/ITOHeaJILHI)Iﬁ ANAJIN3

ITokazanus Yucno 60JIbHBIX
[Ipymunnbl TepmunansHon XITH:
- 0OCTpYKTUBHAs ypOIaTus 2
- HACJIEICTBEHHAS [TATOJIOTUS ITOYEK
(HacnenctBeHHbIN HeGpUT, HePpoHODTHU3 4

DaHKOHH ), Ay TOCOMHO-PELIECCUBHBIN
HOJIMKHCTO3 MTOYEK
- XpPOHUYECKHUI TYyOyTOMHTEPCTUIINATIBHBIN 2
Heput
KimHnyeckue  cMMOTOMBI K =~ MOMEHTY
IepeBoJla Ha [JUadu3 B 3KCTPEMAJIbHBIX

Cay4dasx: 1
- OTEKH
- apTepUAIbHAS TUIIEPTEH3US 4
- HEBPOJIOTHYECKHE CUMITTOMBI

CkopocTh KIyOOukoBO#M (unbTpamuu < 25 5

mi/mun/ 1,73 M

OnuH peObeHOK TIepeBe/IeH Ha Ualii3 cpa3y JKe MOCIe POXKICHHUS.

Knunuueckoe naonwoenue 4.

[IpuBogMM KIMHUYECKOE HAONIONCHHE Cliydash TIOJUKUCTO3a TIOYeK ¢
AKCTpEMATbHOM HeppoMeraanue y HOBOPOXKICHHOTO. Mansduk cpasy mocie
CBOETO pOXJIECHHUS TONajl B OTACJICHUE pEaHUMallud HOBOPOXKIEHHBIX C

npuszHakamu TXIIH. ¥V peGeHka oTMe4eHO HajIu4yue OTEKOB, YBEJIWYEHUE KUBOTA
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3a CYeT OOJBIIUX IOYEK, OJINTO-aHypHsi, BBHICOKHME TOKA3aTelW KpPEaTWHWHA U
MOYEBUHBI  CHIBOPOTKM KpOBH. B CBsI3u ¢ pa3BUTHEM  JIbIXaTEJIbHOU
HEJIOCTaTOYHOCTH peOEHOK ObLI TEepeBeAeH Ha HCKYCCTBEHHYIO BEHTUJIALUIO
Jerkux. B utore BcTaer BOMPOC O BO3MOXKHOCTU MPOBEACHUS MEPUTOHEATBHOTO
nvanuza u ou"edprkTroMun. Bee 3T KIIMHUYECKUe COOBITHS MPOUCXOAAT Ha (hoHE
nuabetnyeckor (Qetomaruu. bBombline TMOYKKM TPENSTCTBYIOT SHTEPATHBHOMY
KOPMJICHHIO peOCHKA, TPOBEACHHUIO aJICeKBATHOTO MEPUTOHEAILHOTO JTUAJN3a.

O npexacrosmieM POXIAECHWU PEOCHKA C  IMOJUKUCTO30M IOYEK C
AKCTpEMAIbHOW HedpoMeraiuel ObUIO0 HU3BECTHO €HIe /0 €ro POXKICHUS IO
JAHHBIM TIEpUHATAJIBLHOM JIMArHOCTHKU. BrepBble AUMArHo3 «BPOXKICHHAs
MaToJIOTHSl TO4YeK» TMocTaBieH B 22 Henenu recrauuu. [lo mamneiM Y3U
OMPENIECNSTIUCh OYCHb OOJbIIMEe «Oeyble» MOoYkh. Pomutenu oT mpepbiBaHUS
OepeMEeHHOCTH OTKa3ajduch. Mama peOeHka B Bo3pacTe 21 roma crpanana
caxapHbIM quabderom 1 Tuna ¢ 14 net. Oren B Bo3pacte 21 royma ObLT 310pOB.

bepemenHocTh npotekana Tskeno Ha GoHE TecTo3a, yrpo3bl MPEephIBaHUS B
MIEPBOM TPUMECTPE, C COMyTCTBYIOIICH aHEMHUEH, caxapHbIM auadberom. Ponurenu
OTPULIAUIM HAJIMYUE B CEMbE POACTBEHHHKOB C MOYEYHOM MATOJIOTHEH, caXxapHbIM
nuabetroM. Ponmbl mepBble, OBUTM TMPOBEACHBI IMYTEM KecapeBa CEUCHUs,
MPEXKIEBPEMEHHO 110 TOKA3aHUSAM CO CTOPOHBI MATE€PHU B CBSI3U C JEKOMIICHCAIIUEN
caxapHoro pguabera. PeOeHOK 3akpuuan cpa3y, macca Tejla MpU POXICHUU
coctasmuia 3000 r.

[Ipu HaOmroneHuu 3a peOEHKOM B IMHAMMKE, IOMUMO MPOOJIEM C MOYEUHOU
MaToJIOTHEH, HapacTaHUEM a30TEeMHUU IOCTOSHHO OTMEYAINCh HApYILICHHUS CO
CTOPOHBI KHUIIIEUHHKA — B3yTHE >KUBOTA, OTCYTCTBHE CAMOCTOSITEJILHOTO CTyJa.
Juypes cocrapisin He Oonee 30 M B cyTku. [Tozxke orcyTcTBOBaN BoBce. PebeHok
ObLT BSUIBIM, ATUHAMUYHBIM, MBIIICUHbIN TOHYC auddy3Ho moHmwkeH. Koxka
OnemHas ¢ MpaMOPHBIM OTTEHKOM, TMACTO3HAsl, Typrop KOXKH CHUXeH. JlpixaHue
MOCTETIEHHO BOCCTAaHOBUJIOCH, COXPAHSIacCh OBIIIKA CMEIIAHHOTO THUIA. TOHBI

cepaua MmpuIiIrymcHbl, pUTMHUYHEIC, CHUCTOJIMYECKHUI ITyM Ha BCPXYIIKC M B TOYKC
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borkuna. [leuens BricTymana Ha 5 cM U3-TI01 Kpast peOEpHO IyTH, CEIe3eHKa — Ha
3 cm. [TampniupoBaMch OONBIINE TTOYKH.

[Ipu oOcnenoBanuu nepudepruuecKor KpOBU KOJIMYECTBO IPUTPOIIMTOB Ha
MPOTSHKEHUU  JBYXMECSYHOW TOCTHMTANIM3AIlMK  MalieHTa ObLJI0  CHUXKCHO.
Konebanus konuuectBa 3puTPOLUTOB COCTABISUIM B Tipenenax 1,96 — 3,28 — 4,36 x
10"%/11; xoneGanus ypoBHs remMorno6uHa — 88 —146 r/m. COD B mpexenax 11 — 26
MM/4ac. B ananmm3ax mMoum ormeueHa mpoTemHypus B mpenenax 0,66 — 1,32 r/m,
pPE3KO CHMXXKEH yaenabHbld Bec Mmoun — oT 1001 mo 1004.

[To manabM Y3U opraHoB OprONTHOW TMOJIOCTH OOHApYXEHBI AU GY3HBIC
W3MCHCHHS TIOYEK IO THUITy TyO4uaTod MOYKM Ha (OHE yBEIMUYEHHUS HX pa3Mepa,
HE3HAYUTEIbHBINA BBHITIOT B OPIOIIHOM MOJOCTH, B IUIEBPATILHBIX MOJIOCTSIX.

C y4yacTMeM KOHCWIMYMa B CBS3M C HapacTaHUEM HWHTOKCUKAIUU,
MOJIMOPTaHHOM HEJOCTAaTOYHOCTU Yy pebdeHka B Bo3pacte 14 gHeill mpuHUMAaeTcs
pelieHrue O MPOBENCHUH HEMPIKTOMHUU CIIpaBa C OJHOBPEMEHHOW MOCTaHOBKOM
MIEPUTOHEATLHOTO KaTeTepa (Ha OWHEe(PPIKTOMHUIO POMMUTETH COTIIACHS HE Ialin).
Omneparust mpornuia 6e3 ociokHeHU. OCMOTp yIaJeHHOM MpaBOMl TMOYKUA U
TUCTOJIOTHYECKOE UCCIIeIOBaHUE MOKa3aIn: nmovyka 11-6—7 cM ¢ KpynmHOOYrpuCTOM
MOBEPXHOCTHIO, TKaHb OTEYHAas!, MPEJCTABICHA MHOXECTBOM MEIKHUX KHUCT, TECHO

MpUIISKAIUX IPYT K APYTY, HAITOMUHAET ryOKy. Jloxanka pacmmpena (puc. 15).

Puc. 15 IMonukucTto3 mouku. Makpomnpenapar.
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[Io nmaHHBIM MUKPOCKOIIMM — TOTAJbHBIM ITOJIUKUCTO3. TKaHb NOYKHU
MPEACTABIEHA MHOXECTBOM  KHCT  Pa3jMYHbIX  pPa3sMEpOB, BBICTJIAHHBIX
VIUIOIICHHBIM AniuTenueM. KiyOouku cMOpIeHbI, €AMHUYHBIC, TUTIOTIa3UPOBAHBI,
chopMupoBaHbl TPaBWIbHO. [IpokCMManmbHBIE W JUCTATBHBIE KaHAJBIBI C

BBIPOXKEHHON aTpoduelt SMuTeausl ¢ pacliupeHreM Mnouocted u GopMHUpPOBaHUEM

KHCT (puc. 16).

Puc. 16 Kucto3Hoe pacmmpenne HeppoHa, MEXITy KUCTaMH Y3KUE
MIPOCIIONKH COSAMHUTEIIBHON TKAaH! 1 THTOIIA3HPOBAHHBIC KITYOOUKH.

Okpacka reMaTOKCHJIIMHOM U 303UHOM *42. Mukponpenapar.

C MOMEHTa TMOCTAaHOBKM NEPUTOHEATLHOIO KaTeTepa M MPOBEACHUS
omepanuu HEOPIKTOMHUU CIpaBa COCTOSHUE peOEHKa OCTaBajOCh TSKEIBIM,
OTMEUYEHO Pa3BUTHE apTEepHaTbHOW TMIEPTEH3UH (mepuonnyecku kojedanus AJl
10 200 u 100 mMm pr cr). CoxpaHsuiach Tumno- U aucnporenHemus. KosmebGaHust
YPOBHSI MOYEBUHBI KPOBU COCTABWJIM OT HOPMAJBHBIX IU(Pp 10 22,6 MMOIB/,
KpeatuHuHa — 83,8 — 289 MKMOIIB/1.

[To 7aHHBIM KOMITBIOTEPHON TOMOTpapUU MO3ra — MPU3HAKN THITIOKCHYECKH-
UIIEMUYECKOTO  TOPAXEHUU  HE3pesoro  Mosra.  Henp3st  HCKIOYHTH

MNapC€HXNMATO3HOC KPOBOU3IUAHUC.
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ManbuukKy OpOBOAUIOCH SHTEPATILHOE KOPMJIEHUE, IEPUOANYECKH YACTUYHO
napeHtepaibHoe. PeOeHOK moiydas KOMIIEKCHYI0 CUMIITOMAaTHYECKYIO TEPAIUIO C
YYETOM HMEIOLIEHCS apTepUaIbHOW TUIIEPTEH3UU. MeENNKaMEHTO3HOE JIEYEHUE
BKJIIOYAJIO  aHTHOAKTepualibHble  mOpenaparbl  11e(dalloCIOPUHOBOTO  pAjlia
(cynmbriepazoH,  1eTPUAKCOH);  TUIOTEH3UBHYIO  Tepamuio  (KamTOMpHi,
xopaaduiekc); mnpenaparbl it ctuMmyisiiu - Motopuku  JKKT  (MoTuiamym,
MPO3EpPUH), KOPPEKIUIO aHEMUU — HSPUTPOCTUM, IMEPEIUBAHUE HSPUTPOMACCHI;
runoansOymunemun (ansOymun 10%). BBoguwnnch uUMMyHHBIE Npemnaparbl —
MMMYHOBEHUH, NIEHTAIOOUH.

KnuHnueckuil amarHo3: HACIEACTBEHHAs MAaTOJOTHS PAa3BUTHS MOYEBOU
CUCTEMBI. AYTOCOMHO-PEIIECCUBHBIA TOMUKUCTO3 Touek. Hedpikromus crpasa.
OcnoXHEHHST — TEpPMUHAIbHAs XPOHUYECKas IIOYE€YHAs HEAOCTATOYHOCTh
(xpoHuueckasi 0oje3Hb 1Mouek, S5 craguu). [locTtosHHBIM amOynaToOpHbBIN
NepUTOHEANbHbI auanu3. llonmuopraHHas HEAOCTATOYHOCTh, apTepUAIbHAs
TUTIEPTEH3USL.

ComyTCTBYIOIIMIT JUAarHo3 — TMEPUHATAIbHOE TIOPAXKEHUE IEHTPAIbHON
HEPBHOM CUCTEMBI TUTTIOKCUYECKOTO U TOKCUYECKOTO TeHe3a. [lape3 KullleuHuKa.

B mnporecce HabmrogeHus 3a MAlMEHTOM MPU TEHACHIIMH K CTaOWIM3aIuu
KJIIMHUYECKHX MMOKa3aTesed U MapaMeTpoB TOMEOCTAa3a €ro BhIIKUCAIN JOMOM MOCIIe
nodopa pexxuMa U J03bl NEPUTOHEATLHOTO JUan3a, ONpeneNeHus aJeKBaTHOCTH
quann3a M OOydeHMs] POJUTENeH TEXHUKE €ro MPOBEICHUS B JIOMAIIHUX
(amOynmaropHbix) ycioBusx. OJHAaKO TMOIKE TPU HAPACTAaHUM  SIBJICHUU
MOJIMOPTaHHON HETO0CTAaTOYHOCTHU, CUCTEMHBIX OCJIOKHEHHH, TUCTPOPUU PeOCHOK
yMep, MPOXKUB 5 MECALIEB.

OcHoBHOE 3abojieBaHMEe peOCHKA — TIOJMKUCTO3HAs OO0JIE3Hb IOYEK —
HACJIEICTBeHHAs Hedpomarus, CBSI3aHHAs C MYTalMell TEHOB, OMPENeISIOMNX
CTPYKTYpy TOYEYHBIX KaHAJIBIIEB B WX SMOPHOHAIBHOM pa3Butuu. I[IposBrsercs
oOpa3oBaHMEM KUCT B I[IOYEYHOW MapeHXUMME. YBEJIMYEHUE KHUCT BEIET K

CKJIEPO3MPOBAHUIO TKaHU NO4YeK U pasputuro XITH.

101



MonekyaspHO-TeHETUYECKHUE HCCIIEIOBAHMS TOKA3aJIH, YTO T€H ayTOCOMHO-
peueccuBHoro nosnukucroza noyek — PKHJI1 pacnonoken Ha KOPOTKOM Iiede

XpOMOCOMEI 6 (6p21-p12).

Mpb1 onenuwnu dddexkruBHocTh [TAIIl y HU3yd4eHHBIX MAlMEHTOB 10
MCIIOIB30BaHMUS METOJIa M 4epe3 | roj mocie ero NpuMEHEHUs C UCIOJIb30BaHUEM
OCHOBHBIX KJIIMHUYECKHX U JaboparopHbix npossieHnil XIIH (tadbauna 21).

Tab6nuia 21

dpPpexkTBHOCTH Ucnoab30BaHusA MeTona ITAIIL y nerei ¢ XITH

Kiaununveckue u Hauuentst ¢ XITH II A rpynna (n=23)

JIa0OpaTopHbIe MOKA3ATEIH Jo nuanvsHou UYepes 1 rox mocne
Tepanuu [TATI Usnim

KiinHuveckue nmokaszareJin:

- aHeMus 23 (100%) 23 (100%) 11

- apTepuabHasi TUIIEPTEH3Us 22 (95,7%) 20 (87,0%) 170°

JlaboparopHbIie

MoKAa3aTeJn:

- TeMOTIIOOMH, T/7 78,2 [60,3; 90,2] 96,5 [85,0; 110,5] | 384

- anbOymuH, % 32,2 [26,2; 41,8] 48,2 [42,3; 54,6] 424°

- KpeaTUHUH, MKMOJIB/JT 430 [352; 720] 256 [196; 405] 856"

- MOYE€BHHA, MMOJIb/JI 23 [17,6; 30,0] 15[10,9; 18,8] 223"

U — kpurepuit Manna-Yutnu, Ukp = 166 npu p=0,01, * oTmMeueHbl 3HaYMMBbIe KPUTEPUHU

Anemus otmeueHa y Bcex 100% manueHToB, Kak 10 UCIOJIb30BaHUSI METOAA,
TaK W TOCJE, OJHAKO TSKECTh JaHHOTO cuHApoma uepe3 1 rox mocne ITATIJL
3HauyuMo ymeHblmiack. Ecou nmpu XIIH 5 cr. y OonbmmHCTBa neteid Obuia
Tsokenas amemust (56,5%, p<0,05), To yepe3 roj MAlMEHTOB C BBIPAKEHHBIM
CHUKCHHEM YypOBHS TeMOIJIOOMHa He OblJIo, mpeobnagana aHeMusi CpeaHein
TsikecTu (60,9%, p<0,05). Mbl OTMETHIIM MO3UTUBHBIE PE3YNIbTAThl HE TOIBKO IO
CTETICHU KOPPEKIMM aHEMUU, HO U THUMOATbOyMHUHEMHH (TIOBBIIICHHE YPOBHS
anbOyMHHA CHIBOPOTKHM KpOBH B 1,5 pasza), a Takxke mokazaresieidl runepazoTeMuu:

CHUKEHHE YPOBHS KpeaTuHuHa B 1,7 pa3, MoueBuHBI — B 1,5 pa3a.
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KiimHpueckn Mbl  OTMETWIM Yy TauueHToB, mnoaydaoommx [TAIT/,
YMEHBIIEHUE TSOHKECTH apTepUasbHON THUnepTeH3uu (cpeaHue ypoBHU Al
coctaBmid 132 u 90 MM. PT. CT.).

OddextuBHOCTH Hcnons3oBanus [TAILJ], mpencrasnena Ha pucyHke 17.

2 -
1,5 1

1 .

] 0,58 T
0,5 0,3
0125 0,077 0,119
0 T T T T T
apr. reMorioOMH  albOyMUH  KpeaTWHUH MOYEBUHA
THIICPTEH3HS

Puc. 17 DddexruBnocts ITAIIJ] y neteit ¢ XITH (OR, U 95%).

Takum o0pa3oM, mnpu wucnonb3zoBanuu I[TAIIJ] sddexTuBHOCTE MeTORA
MOJITBEPK/ICHA W3MEHEHMEM OCHOBHBIX JlabopaTopHbiXx mokazatenein XIIH:
remoriio6uHa (OR 0,589; 95% JI1 0,183-1,900); anpbymuna (OR 0,125; 95% AU
0,033-0,465); kpeatrununa (OR 0,077; 95% AN 0,019-0,313) u moueBunsl (OR
0,119; 95% M1 0,030-0,472).

besycnoBno, k mno3utuBHBIM 3pdextam ITAITJ[ oTHOCUTCS HE TOIBKO
3HAYMMasi I0OCTaTOYHasi COXPaHHOCTh OCHOBHBIX IIEJIEBBIX MHANKATOPOB XbII, HO 1
JOCTYITHOCTh JAuanv3a. MHOTHE MalMeHThl WUMEIOT BO3MOXKHOCTh MPOXOIUTH
IpoLEeaypy /oMa, a HE B JAHAIM3HOM IIEHTPE. DTO CHOCOOCTBYET YIYUIIECHUIO

Ka4ycCTBa KM3HH, KaK CaMOI'O 6OJ'IBHOF0, TaK 1 €10 CCMbU.
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B nunamuke ITAII (B cpenHeM uepe3 S5 ner) HaOMOmaeTcs 3HAYMMOE
CHIDKEHHUE (WM MOTepsl) OCTATOYHOM (PYHKIIUU MOYEK, MOBBIIIEHNUE TPAHCTIOPTHBIX
CBOMCTB TepuTOHeanbHOM MeMOpanbl. I[losTromy y gerei HeoOxoguma
ONTUMaJIbHAsE KOMOMHALMS pa3HbIXx MeTon0B 31T, 4ToOBI MakCHMaIBHO MPOJIUTh
KU3Hb IallME€HTa 10 TPAHCIUIAHTAllMd NOYKW — Haubonee 3((EeKTHUBHOrO u3
METOJ0B 3aMECTUTEJILHON NTOYEYHON TEPAITHH.

Ha mocTossHHOM IEpUTOHEAaTbHOM [HAINA3E YMEPJIO JABOE JETEH, MBI HE
BKItodasin ux B rpynny IIA. PeGenokx 19 ner, BciencTBue pa3BHUBIIMXCSA
OCJIIO)KHEHHI Ha (oHe ’nuaemun rpunna, J{BC-cunapoma. Bropoi mamuenT 3-x
MECSILIEB — BCJEACTBUE MOJMOPTraHHON HEAOCTATOYHOCTH, cercuca (peOeHOK C

AYyTOCOMHO-PCHCCCHUBHBLIM ITOJIMKHCTO30M HOI-ICK) .

4.5 Ouenka YPOBHS 001N TEJIbHOCTH, TPEBOKHOCTH,

KOMMYHHMKATUBHBIX YMeHu# y Aeter ¢ XITH

C 9Toi 11eNTbI0 MBI IPOBEAN AHKETHUPOBaHUE ManueHToB 12 — 18 et (9 aereit
u3 rpynsl [ u 7 natpenTtoB u3 rpynnsl [1A). g kontpons nzyvanu nereid ¢ XbII
1 ct. (n=10).

HUcnonb3oBanii  TECT KOMMYHHKaTMBHBIX yMmeHud JI.  MuxenscoHna
(amantamusa Ttecta FO.3. T'mnpOyxa), TecT ypoBHs oOmurenbHoctu B.O.
PsixoBckoro 1 mikainy camoorieHku ypoBHs TpeBoxHoCcTH U.J[. Criunbepra u FO.JL.
XaHuHa.

TecT KOMMyHUKaTUBHBIX ymMeHUM JI. MuXenbCOHA OIpEneNsieT YpOBEHb
KOMMYHHUKATUBHOW KOMIIETEHIIMM U KauyeCTBO C(POPMUPOBAHHOCTH OCHOBHBIX
KOMMYHUKATUBHBIX YMEHHUM.

Pesynbrarsl npoBenenus tecta JI. MuxenbcoHna npecTaBieHsl Ha puc. 18.

YV mnamuentoB ¢ XBII 1 cr., B menbmieit crenenn npu XbBII 3—4 cr
npeobagan KOMIIETEHTHBIM THIT pearupoBaHUs, XapaKTEPHU3YIOIIUUCS yMEHUEM

yCTylnarb B KOHTAKT C JAPYIUMHU JIFOAbMH, BBIPAXKATH ITOJOKUTCIIBHBIC YYBCTBA,
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aJIeKBaTHO pearupoBaTh Ha MOBEICHUE OKPYXKAIOIIMX, KOHTPOIUPOBATh CeOs MpuU

pa3BUTUU KOH(MIMKTHON CUTYallHH.

ArpeccuBHbBIIi

KoMmnereHTHBIH

3aBHUCHMBIIT

Puc. 18 YacToTra THNOB pearupoBaHus (KOMMYHUKATUBHON KOMITETEHIIUH )

y 60nbHbIX ¢ XBI1

VY nereii ¢ XBII 3—4 cT. © 5 CT. 1OCTOBEPHO Hallle BCTPEUAIICS 3aBUCUMBIN
THIT PEarupoBaHUs C 3aBUCUMOCTBIO B3IVISIIOB, OIEHKH M MOBEICHHS JIUYHOCTH OT
JIPYTUX JIONCH TPH Pa3IMYHBIX CUTYaIUsX OOIICHHUS. A TaKKe arpeCCUBHBIA THIT —
C TPHUCYTCTBHEM pE3KOCTH, pa3IpakeHHs, THEBA, KaTETOPUIHOCTH CYXKICHHM,
HETaTUBHOMW OIEHKH ITPOMCXOISAIIECTO.

Hetu ¢ XITH — 3T0 mamueHThl, TpeOyrolue ITUTEILHOTO HAOMIONCHUS U
JICUCHUS, TICPHOAMYCCKH  MPOXOIANINE  TOCIHTAIM3AIMI0O B OTJACICHUC
Hedponornn. BeHYXKIEeHHOE O0O0IIEHHEe C MEAUIMHCKUM TIEPCOHAJIIOM Ha
MPOTSHKECHUH Psi/ia JIET, HEKOTOPBIE OTPaHUYCHHS B CBOOOEC MOTYT CIIOCOOCTBOBATH
(GOpMHUPOBAHUIO 3aBHCHUMOTO THIIA pearupoBaHMs. Y JeTed HaOmomaeTcs
HEYBEPECHHOE TMOBEJeHNE, PEOCHOK CUHMTAaeT cedsi cephe3HO OonbHBIM. JlaHHOM
KaTEerOpvH MaMeHTOB HEOOX0AMMa IICHXOJI0THYECKAasl TOAICPKKA.

3HaunMoe TpeodiajaHe arpecCUBHOTO ThNa pearupoBanus mpu XbII 3—4
CT. OOBSCHSIETCS CTpEMIICHUEM peOeHKa, MOAPOCTKA OBbITh 00JIee HE3aBUCHUMBIM, C

YU4€TOM HCKOTOPBIX OFpaHI/I‘ICHI/Iﬁ B O6p33€ ZKHN3HHU, ITOCTOSHHBIX pCKOMeHI[aHI/Iﬁ
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Bpada, 3alpeToB CO CTOPOHBI poaurteneu. IloaTomy uM mpucyma HeEkoTopas
arpeCCUBHOCTh MTOBECHUS.

OneHka ypoBHS OOIIMTENLHOCTH IMpOBEACHAa Ha oOcHOoBe Tecta B.OD.
PsixoBckoro. YpoBeHb OOIIMTENBHOCTH peOEHKa — 3TO XapaKTEpPUCTHUKA €ro
JUYHOCTH, KOTOpasi OTpakaeT CTeNeHb MOTPeOHOCTH B OOIIEHUU, CTEHEHb
JIETKOCTU CXOXICHUSI ¢ HOBBIMM JIIOIbMH, a TaKK€ YMEHHE TOBOPHUTH M CIYIIATh
cobecennuka. Bwimensior 7 ypoBHEW OOMMTENTHHOCTH B 3aBUCUMOCTH  OT
KOJINUECTBA HAOpaHHBIX 0aJIJIOB.

Pesynbrarsl TeCTUpOBaHUS MIPEACTABIEHBI HA pUC. 19.

5 -
4,5 -
4 -
3,5 - ¥ 2 ypoBeHb
3 3 ypoBeHb
2,5 ¥ 4 ypoBeHb
2 7 B 5 ypoBeHb
157 ¥ 6 ypoBeHb
1 .
0,5 1

XBII 3-4 cT. XBII 5 cT. XBII 1 cT.

Puc. 19 Yposuu obumrensHocTH (TecT B.D. PaxoBckoro)

[Ipu omeHke pe3ynbraroB Tecta 1 U 7 ypoBHEM OONIMTEILHOCTH HAMHU HE
BBISIBJIEHO.

VY nereit ¢ XBII 1 ct. npeobnaganu 3 u 4 ypoBHU OOILEHUS — HOPMaJIbHAS
KOMMYHHKa0€IbHOCTh. Y YacTH MAallMeHTOB OIpe/esieHa HECKOIbKO Ype3MepHas
OOLIUTENBHOCTh U TUIEPOOIIUTENBHOCTD, KOTOPask MOXKET BBI3bIBATh pa3ipaKeHHe
y OKpyXarouiux. Takoil ypoBeHb OOIIeHHs O0bIe ObLI CBOMCTBEHEH MOAPOCTKAM,

B TaHHOM CJiy4ac MOT'yT OBITH TPYAHOCTH B PCHICHUHN CJIOKHBIX HpO6J’ICM.
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Vxe nipu 1 craguu XBII ects netn ¢ npodaemamu oOmieHus (2 ypoBEHb),
JI€TU, KOTOPBIE TPEANOYUTAIOT OJJUHOUYECTBO. B HOBOM 00CTAHOBKE OHU YYBCTBYIOT
ce0st HEyBEpEHHO.

Y mnaumentoB ¢ XbBIl 3—4 cr. u 5 cr. gaHHas craaus npeoOnagana u
omnpezeneHa B 2 — 2,5 pa3a yaiie no cpaBHeHuto ¢ XbII 1 cr.

PebGeHok co 2 ypoBHEM OOHIMTEIBHOCTH HE CTPEMUTCS K OOILECHUIO CO
CBEPCTHHKAMHU, CKOBAaHHO C€0s OIIyIIaeT B HOBOM KOMIIAHUM W TMO3TOMY
OTpaHUYMBACT 3HAKOMCTBA, MPEAINOYUTAET OJJMHOUYECTBO, MJIOXO OPUEHTUPYETCS B
HE3HAKOMOU CHUTyalluM, HE OTCTAMBAECT CBO€ MHEHUE, TSKEJIO NEePEKUBAECT OOUIBI.
OH crapaercs u30erarb NPUHATHS CAaMOCTOSITEIBHBIX pelieHui. Takue nanueHTsl,
KaK MpaBWIIo, TPeOYIOT KOHCYJIBTAIIUU TICUXO0JIOTa.

[xana camoouenku Y.JI. Cnimnbepra u FO.JI. XaHuHa 1mo3BoJII€T OIEHUTH
PEAKTUBHYIO U JINYHOCTHYIO TPEBOKHOCTD.

Hetu ¢ XBII 1 cT. (90,0%) oTHOCSTCS K yMEpPEHHO TpeBOKHOMY THITY (>30 1
< 45 0annoB), yalle OHU AJICKBATHO PEarupyroT Ha pPa3IUYHbIC CUTYyallMU, OHU
yaiie CIOKOWHBI, YpPaBHOBEIIEHBI, YBEPEHBI B ce0e, ObICTPO MPUHUMAIOT PEIICHUS,
HE MEePEKUBAIOT U3-3a MYCTSIKOB.

VY mamuentoB ¢ XbBII 3—4 ct. (66,7%) u 5 cT. (71,4%) yame onpenensieTcs
BBICOKasi TPEBOKHOCTh (> 46 OamioB). [Ipu »TOM JIMYHOCTHAsE W CHUTyaTUBHAas
TPEBOXKHOCTb CBSI3aHBI MEXKy COOOM: YeM BBIIIE JIMYHOCTHAS] TPEBOKHOCTh, TEM B
OOJbIIeH CTENEHH MPOSBISETCS U CUTyaTUBHAs TPEBOXKHOCThH. Takue MaldeHTHI
HaxOJsATCS B HaIpsOKEHWHU, OHM BCTPEBOXKCHBI, YAaCTO HEPBHUYAIOT, OBICTPO
yCTalT. JleTh OTMEuarT, 4TO XOTeNW Obl OBITh TAKMMHU K€ CUACTIMBBIMU Kak
npyrue. OHH HCTIBITHIBAIOT BBIPAKEHHOE OECTOKONCTBO, KOTAA TyMarOT O CBOEM
3I0POBBE.

YacTp ManueHToB, HAIPOTUB, UMEIOT OYE€Hb HU3KUN YPOBEHb TPEBOXKHOCTHU
(<30 GamoB), 3a 3THUM MOXKET CKpPBIBAThCS MOBBIMICHHAS TPEBOTA, WMEIOIIAs

3alMTHBIN XapakTrep (puc. 20).
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B Huskast TPE€BOKHOCTD

yMepeHHast
TPEBOKHOCTH

N BpIcoKkasn
. TPEBOKHOCThH

XbII13-4 XBIIScr. XBII1ecr.
CT.

O P N W d» 01 O N 0O ©
]

Puc. 20 YpoBHu TpeBokHOCTH nTauneHTOB ¢ XbII

Takum oOpa3om, HaMH BBISBJIICHBI M3MEHEHUS YPOBHSA OOIIMTEIHLHOCTH U
KOMMYHMKAaTUBHBIX YMEHHMH y Jnerer npu nporpeccupoBanuu XIIH. Ilokazano
npeobaaHue BBICOKOTO ypOBHSI TpeBOKHOCTH y neteil ¢ XBII 3—4 ct. u 5 ct.
Ocoboro BHUMaHUs TPEOYIOT 3HAUUTEIbHBIE OTKJIOHEHHS OT YPOBHS YMEPEHHOM
TPEBOKHOCTH.

Crnenudurika BeIpaXKEHHOCTH YPOBHS, CTENEHU OOIIUTEIHLHOCTH HE SIBISETCS
ncuxocomarnueckuMm (axtopom OonbHbIX ¢ XIIb. bonee 3HaunMbIMU SBISIOTCS
Ka4eCTBEHHBIC XapaKTePUCTUKKW B OOIICHWM, TUIl PEarupoBaHUs B CHUTYyalluu
oOmeHusi. ATpPEeCCMBHOCTh B THIIAX pEarupoBaHUs OOBSICHACTCS 3alUTHOU
peakuuen MOJIOJOTO YEJIOBEKA, HE HKEJAIOLIETO OTIIMYAThCS OT 3J0POBBIX JIFONCH.
BrinyxaeHHoe 00IeHHe ¢ MEIUIIMHCKUM TMEPCOHAIOM, OTPAaHUYEHHSI B CBOOOIE
criocoOcTByeT (HOPMUPOBAHUIO HE TOJIBKO arpeCCUBHOCTH, HO U JIYUIIICH PEaKIINU
Ha HECTaHJApPTHBIC CUTYAIlUHU B OOIICHUH.

KommyHukarnBHas KOMIIETEHTHOCTb, ONPENECTICHHBIN YPOBEHb
C(hOPMHPOBAHHOTO MEXJIMYHOCTHOTO U MPOGECCUOHATHLHOTO OIbITa HMMEET
HEKOTOpble  ocoOeHHOCTM y mamueHTtoB ¢ XBII.  Jlnsg  ycmemHoro
(GYHKITMOHUPOBAaHUS B MPOQEeCcCHOHATBHOU cdepe W B OOIIECTBE MOAPOCTKAM C
XBII HeoOxoauMa cuxoyiorudeckas moaaepIkKa.

3aKJIl0ueHue mo riiase.
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besycnoBHo, knuHmueckue u jaboparopubie mnpuszHaku XIIH xopoimno
onucanbl, HaunHas ¢ XIX Beka, HO B WX MPOSBICHUAX MPOU3O0ILIA ONPEICIICHHAS
HBOJIIOLMS B TIOCJIEHUE TO/IbI. ITO 00BsACHsETCS Oojiee paHHUM BMEIIATEIbCTBOM
B MIPOLIECC, MOMNBITKAMU IPUOCTAHOBUTH nporpeccupoBanne XbII nposenennem y
OOJBHBIX  HEQPONPOTEKTUBHOM  CTparerud, C  MOSBICHHEM  HOBBIX
(bapMaKkoJIOTHYECKUX CPEJCTB, BIMSIONMX Ha MOIUDUIMPOBAHHBIE (PaKTOPHI
pucka pasutus XIIH (aHemuro, aprepHallbHyl0 THIEPTEH3UIO, IapaMeTphbl
dbocdopHo-KanbeBoro oomena). Kpome toro, «rmomosnoen U KOHTUHTEHT JeTei
c TXIIH BcieacTBHe pOXACHUS U BBIXaXUBaHUS JeTed ¢ (GOpMUPOBaHUEM
3a0oneBaHusl Ha (HOHE BPOXKIEHHBIX IMOPOKOB pPa3BUTHS OpPraHOB MOYEBOU
CUCTEMBI; OKa3aHUs UM aJEKBAaTHOW IIOMOIIY, B TOM YHCIE U 3aMECTUTEIBbHOMN
noueyHon tepanuu. [etn ¢ TXIIH HEe ymMHparOT, HO U HE CTAHOBATCS 310POBBIMH,
HYKJ1as1Ch B TPAHCIUIAHTALUU ITOYKHU.

3akaHuMBasg ONHUCAaHUE KIMHUKO-aHAMHECTHUYECKHX, Ja0OpaTOpHBIX U
nMmyHosorndeckux nposgBieHnd XIIH ©Ha »3Tanmax mporpeccupoBaHus C
nepexogoM B TXIIH, MOXHO NMOOYEPKHYTH, UTO B MOCIEIHHUE TOJIbI HEKOTOPbIC
NpU3HaKM  OOJIE3HM  «CMSTYEHBD» 32 CYET  XOPOUIEr0  MOHHUTOPHHIA,
KOHCEpPBAaTUBHOW Tepamuy, JAUETOTEpallMd W CBOEBPEMEHHOIO IE€peBOJa Ha
JUAIIM3HYI0 TEPAIUIo.

[Ipu nporpeccupoBaHuu OO0JNE€3HM TOYEK C MCXOAOM B TEPMHHAJIBHYIO
NOYEYHYI0 HEIOCTAaTOUHOCTh, HEOOXOAMMO OCYIIECTBISITh MOHUTOPUHI M 32
COCTOSIHUEM JPYIMX OpPraHOB M CHCTEM, B YAaCTHOCTH CEPIACYHO-COCYIHUCTOU
CUCTEMOM, JIETKUMU, KEIyJOYHO-KHUIIEYHbBIM TpakToM. OCHOBHas KIMHUYECKas
KapTHHA OTMEYEHHOU Maroyiorun y nauueHToB ¢ TXIIH yetko He mposiBisercs, 3a
penKkuM  HUCKIoYeHueM.  HeoOXoauMo  JIOMONHUTENbHOE  J1TabOpaTopHOE,
MMMYHOJIOTHYECKOE W HMHCTPYMEHTaJbHOE wuccienoBaHusa. Hyxknarorces B
nanpHelen pazpaboTke 6a30Bbie MPOOIEMBI HEQPOIOTUUECKON MTOMOIIH JACTAM —
panHee BbiBieHHe XbII, mupokoe npuMeHeHue HeGPONPOTEKTUBHBIX METOIOB

JICHCHUWA JJIA CHUKCHUSA IPOTPECCUPOBAHUS, MHBAJININU3AIMU 1 CMCPTHOCTHU I[eTeI\/'I.
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Hern ¢ XIIH Hepenko HyXaarTcs ¢ NOMOIIU ICUXOTEPANEBTOB B CBS3H C
BBISIBJICHHBIMU ~ HApYIICHUSIMU  YPOBHS  TPEBOXXHOCTH, OOIIUTEIBHOCTH U
KOMMYHUKATUBHBIX YMEHHIA.

3amaya mMoHuTOpuHra namueHToB ¢ XbBII — oOecnedyntbh CBOEBPEMEHHOM
HEe(pONPOTEKTUBHON Tepanuell AOCTHKEHUE LENEBbIX KIMHUKO-Ta00paTOPHBIX
nokKasarejeil: ypoBHS TIeMOIIOOMHA U  HOPUTPOIMTOB, YPOBHS A30TEMUH,
YIIPaBISIEMON apTEPUAIIBHON TUIIEPTEH3HUEN; JICUUTh HE TOJIBKO OcioxkHeHns1 XbII,
HO ¥ COMYTCTBYIOIIYIO MATOJOTHIO.

Jleuenne mnanmeHToB ¢ TXbBII sBIAETCA BBICOKO3ATPAaTHBIM METOAOM
MEIMIIUHCKOW TOMOIIY. ENMHCTBEHHO BO3MOYKHBIM METOJ JICUEHUS] TEPMHUHATIbHOU
XIIH — nuanusHas Tepanus, TpaHCIUIaHTalUs NOYKUd. Ha MHOTMX TeppUTOpUSX
Poccun stoT Buja nedeHust octaercs HemoctynHbiM. Ho B Camapckoit oGnactu
TaKasi BO3MOKHOCTb €CTb.

B namell mnpakTuke pacrnpocTpaHeH HHTerpupoBaHHbld momaxon k 3IIT.
Hayano 3amMecTHUTENbHOM NOYEYHOW TEpanmuyd B TMOCIECIHHUE TOABbl CBA3AHO C
MEePUTOHEAILHBIM JIMAJIN30M, Kak HauOosiee (U3MOJOTUYHBIM MeTojoM. Hamu
noka3aHa Bbicokas 3 dextuBHocts [TATLI.

PagukaneHbpii MeTON — TPAaHCIUIAHTALMS MOYKU — IPUBOAUT K 3aMELICHUIO
SHAOKPUHHOW U MeTabonuueckod (yHKIUNA TI04eK, HO HMEET BO3PACTHHIE
orpaHnyeHus. Borpoc o nepecajgke opraHa y HOBOPOXKJACHHBIX JE€TEH U NAallMEHTOB

MEPBBIX JIET )KU3HU OCTACTCS HEPEIICHHON MPOOIeMOH.
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I'maBa V. /leTu ¢ nepecakeHHOM MOYKOH: 0COOEHHOCTH MEIMIIMHCKOTO

HaﬁJIIOIICHI/IH, romeocras, B3aUMOJIeliCTBHE C CeMbeﬁ, conuajim3anuda

[lepecamka TOYKHM SBISETCS METOAOM BBIOOpa B JICUCHUH OOJBHBIX C
TEPMUHAIIBHOM TOYEYHOM HENOCTAaTOYHOCThIO. [l0 CpaBHEHHMIO C JUaIU3OM
TpaHCIUTAHTAIMs O0eCleurBaeT Jy4YlIyl0 COLUAJbHYIO peaduiuTanuio, Oolee
MIPUEMIIEMOE KauyeCTBO KU3HH, OOJBITYI0 BEPOSTHOCTHYIO IMPOIOJDKATEIHLHOCTh
xwu3Hu [210, 129, 231, 164].

Yucno nanuentoB ¢ TXIIH nmocrosuHo pacret. IIporpecc B 3Toil obnactu
BKJIIOYAET  COBEPIICHCTBOBAHUE  XUPYPTMUECKOM  TEXHHUKH, COBPEMEHHYIO
MOJJICPKUBAIOIIYIO0 TEpanuio, Jy4YlIyl0 [OATOTOBKY PELUUINEHTa, PAaHHIOK
JIMAarHOCTUKY U JICYEHUE PEHATILHBIX U SKCTPapeHaIbHBIX OCIOKHEHUH.

TpancruranTaius mouku uaeT aktuBHO ¢ 2005 roga — B Mockse, Camape (B
MOCJeIHEM Cily4dae MmoApocTkaM oT 18 ner). 3a 310 Bpemsa BbimoiHeHa 21
TpPaHCIUIAHTAIUS [TOYKHU.

B npocnektuBHOE HaOMIONEHHWE BKJIIOUYEHBI BCE MalMEHTHl — 21 peOeHoK,
MEPEHECIINKN TIepecaaKy MOoYKH: 17 TpaHCIUTAaHTALMI MOYEK AECTSIM U MOJIPOCTKAM
obi BemosiHeHbl B ®I'BHY «Poccuiickuii HaydHBIN [EHTP XUPYPTUH UM. aKa.
b.B. IlerpoBckoro» (1. Mocksa); 4 — B denepanbHOM LIEHTPE TPaHCIIAaHTAIIUU
OpraHoB, CO3JaHHOM Ha ©0a3ze KIMHUMK (CamMapcKoro TroCyIapCTBEHHOTO
MEIUIMHCKOTO YHUBepcuTeTa (moapocTku crtapuie 18 ner). [ns cpaBHeHus, mo
naHHpiM  Camapckoro 00JIaCTHOTO HH(OPMAIIMOHHO-aHAIUTHYECKOTO IICHTpA,
TOJIBKO 3a TocjeaHue 3 roja Ha Tepputopur Camapckoil 006acT BhITIOHEHO 157
TPaHCIUIAHTAI[MM MOYEK B3POCIBIM MallMeHTaM. JTO MOAYEPKUBAET 3HAYUTEIBHYIO
pa3HMILYy B MPOBEACHUM KOJIMYECTBA ONEpaluu y B3pocibix 00iabHBIX ¢ TXIIH mo
CpPaBHEHUIO C JEThbMU H3-32 HEOOJBIIIOT0 KOJIMYECTBA TMAI[MEHTOB JIAHHOTO
Bo3pacTta. BeiOoOp MOHOPOB MJI PENUITMEHTOB ObUT OMTUMAJBHBIM — OT 25 1m0 39
JeT, uTo, mo MEcHMI0O M.M. Kaabak u coaBrt., 2017, aBisercsa HanOoiee 3HAYNMBIM

JUISL UTUTETILHOTO aIeKBAaTHOTO (PYHKLIIMOHUPOBAHUS TPAHCIUIaHTaTa mouku [161].
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JletTm ¢ THEpeCaXEHHOM  TNOYKOW  MOMAJarT  IMOA  JCHCTBHUE
npuka3za MunuctepcrBa 3apaBooxpaHeHus PO Ne 930n or 29.12.2014 r. «O06
YTBEPKIAECHUU MOPsA/IKa OKa3aHUS BBICOKOTEXHOJIOTMYHON MEAUIIMHCKOW MIOMOIIH C
OPUMEHEHUEM  CHEUUAIM3UPOBAHHOW  WMH(OPMAIMOHHOW  CUCTEMBI» U
AJIMUHUCTPATUBHOIO PEMIAMEHTA MO MPEAOCTABIECHUIO FOCYIAPCTBEHHON YCIyTH
«Opranuzanusi HanpapieHuss rpaxkigaH Camapckoil o0nacTd Ha OKazaHHe
BBICOKOTEXHOJIOTMYHON MEIUIMHCKOW TOMOIIM, HE BKIIOYEHHOH B 0a30BYIO
nporpamMmy 00s13aTeIbHOTO MEUIIMHCKOTO CTPAXOBAHUS.

[Tox Hamum HaGmronenueM Haxonwiics 21 pebeHok u moapoctok ¢ TXIIH,
KOTOPBIM MPOBEAICHA TPaHCIIAHTAlUsl POJICTBEHHON Mouku (16) u TpynHo# (5) B
BO3pacTe OT 6 JieT u A0 18 jeT.

B Hacrodiiee Bpemsi MOAPOCTKH, CTaBUIME B3pOCibIMU (Bo3pacT 22 — 28
JIeT), epeBEIeHbI 10/ HAOIOEHUE TEPareBTOB-HEPPOIOTOB, HO MbI MPOJIOJKAEM
HaOmoAaTh WX B HE(QPOJOTUYECKOM IIEHTpE, OTCIeKHBas UX cyaboy (9
nainueHToB). 12 nmereit B Bo3pacte or 8 W 1m0 17 Jjer HaxomsTCs MOJ
HEIMOCPEICTBEHHBIM HallTuM HabmofeHueM (nanueie Ha 2018 ron).

JletTn ¢ nepecaxkeHHOM TOYKOM — ocobas Tpymnma JUCIAHCEPHOTO
Haomonenus. [Ipuunnsl, npusenmue k passutuio TXIIH B HameMm uccienoBaHuu:
BPOX/ICHHbIE OOCTPYKTHUBHBIE YPOIaTUH — TUIpOHE(]po3, Merayperep, Mmy3blpHO-
MOUYETOYHUKOBBIM pedutoke, peduirokc-Hedponarus, HACIEICTBEHHbIH HE(DpUT,
HeppoHopTnz daHKOHM, MOJUKHCTO3 TMOUCK, THIO- M AWCIUiazus mouek, X TUH
€IMHCTBEHHOM TMOYKH TOCJie He(PpPIKTOMUUM B CBsI3U C HeppoOiacToMou
Bcaencteue merayperepa, X TMH kak ucxon I'VC (puc. 21).

K MoOMeHTy TpaHCIUIaHTalMM TIOYKU JBO€ JEeTed HaXOAWJUCh Ha
reMoAuann3e — MAKCUMaJIbHO J10 9 JIeT, B TOM YMCJIe HAa FeMOJUaIN3€e B COYETaHUU
C TMEpPUTOHEATbHBIM JHUAINU30M. bonbIMHCTBO Aered, HauumHasa c¢ 2005 roma, c
MoMmeHTa BHenpeHuss B Camapckod o001acTH TEPUTOHEATHLHOTO —JIUAJN3a,
HaxXOJWJINCh Ha MOCTOSHHOM aMOymaropHoM mneputoHeanbHoM auanuse (ITATL).
MakcumanbHas JUIMTEIBHOCTh MOCJIEIHEr0 BApHUAaHTA AWAJIM3HOIO IEepuoja J0

nepecajkd mouyku — 10 4,5 ner. Ilo naHHBIM psiga aBTOPOB JJIMTEIBHOCTH
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npeObIBaHUST HAa TMOCTOSITHHOM — aMOyJIaTOpPHOM — MEPUTOHEAIbHOM  JTUAJH3E

kosieosercs ot 12 mecsnes u a0 5 aet [15, 161, 214].

23,8%

9,5%

9,5%

19,0%

4,8%  4,8%

B BpoxaeHHast OOCTYKTHBHAS ypOHaTus
B [IMP, pedmrokc-nedponarus
® HacnexcTBeHHbIH HEQpHUT
® Hedponodtus dankonu
B JTonuK1CcTO3 OYeK
B T'uno- u gucriiasus no4YeK
XTHUH

Puc. 21 OcunoBnsie nprunnsl pazsutust TXIIH y nerei

C TPAHCIUIAHTAIMEN TTOYKHU

5.1 IlapameTpbl roMeocTa3a, MMMYHHBIII CTATYC H OCOOCHHOCTH

MEIUIMHCKOT0 HAOJIIOeHNS [1eTell ¢ nmepecaKeHHOU MOYKOoM

JleTn mocTymanyd K HaM MOJ HAOMIONEHHWE W3 IEHTPOB TPAHCIUIAHTAIUU
OpraHoB, TOCJI€ TOTO  Kak  ObUIM  MOAOOpaHbl  AKTUBHBIE  JI03bI
UMMYHOCYTIPECCUBHBIX TIPETapaToB, HOPMAJIN30BaHbI (DYHKITUW TPAHCIUIAHTAHTA.

JIBa pasa B rox AeTH KOHCYJIBTUPYIOTCA B POCCHICKOM HaydyHOM LIEHTpE
xupyprun um. akag. b.B. IlerpoBckoro B OTHeneHUM mnNepecagkyd IOYKH Y
npodeccopa M.M. Kaabaka, pykoBomgutenss DenepanbHONW MpOrpaMMbI TIO
TPAHCIUIAHTAUM TOYEK Yy AeTeu, I. MockBa. MOHUTOPUHT AETEW MPOBOAUTCS IO
CHEIUATbHOMY TPOTOKONY, BKJIIOUAIOIMIEMY KJIMHUYECKOE HAONIONEHUE W
naboparopubie uccienoBanus. Ocmorpel Hedposorom B Camape mpoBoAsTCs 2
pa3a B Mecsal. OCylECTBISETCS KOHTPOIb KOHUEHTPAUUU UMMYHOCYIIPECCHUBHBIX

IpernaparoB, KOHTPOJIb 3a BO3MOXHBIM MPUCOEIUHEHHUEM BHUPYCHBIX HH(EKIUI:
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TepHEeTUYECKON, IUTOMEraJlOBUPYCHOM, OJmnmiteitHa-bapp u 1p. kpome TOrO,
00s13aTeNIbHBIN  KOHTPOJh OOIIMX aHaJM30B KPOBH M MOYHM C OTMPEIACICHHUEM
CyTOUHOM TmoTepu Oeinka, eciu oHa ecTb. OmuH pa3 B T0J MPOBOIAUTCS
NyHKIIMOHHAsT ~ OWOIICHsA  TpaHCIUIAHTAaTa JUIA  HUCKIIOYCHHUS  BO3MOXKHOTO
XPOHUYECKOTO OTTOPKEHUS U ONpeAesieHUs PyHKIIMOHUPYIOMINX KIIyOOUKOB.

VY BceX INAalMEHTOB II0CJIE TPAHCIUIAHTALMU MOYKU YPOBHU 3PUTPOLUTOB U

reMorIO0MHA 3HAYUMO BEIpociu (puc. 22, 23).

JpUTPOUNTHI, x10"%/ma
=
(6]

Jo IMocae
TPaHCILUIAHTALUH TPaHCIIAHTAIUM

Puc.22 Jlunamuka spuTponuToB nepudepruueckoil KpoBHu 10 U Mocie
IIPOBEAECHUS TPAHCIUIAHTALMN [TOYKH

112
110
108
106
104
102
100 -
98 -
96 -
94 - .

Jlo TpaHCIIAHTALMH IMocJsie TpaHCcIIaHTAUT

I'emormo0uH, r/n

Puc.23 Jlunamuka reMorsiio6uHa nepudepuueckoi KpoBu 10 U 1ocie
IPOBEIEHUS TPAHCIUIAHTALIUHU TTOYKU
Takum o0Opa3zom, cpeqHHil ypoBEHb reMorioOWHa y MalMeHTOB COCTaBUII
110,0 [105,5; 117,5] r/n.
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Ha mocTossHHOM KOHTpOJI€ HAaXOJSATCSI a30TUCThIE KOMIOHEHThI CHIBOPOTKHU
KPOBH U YPOBEHb CYTOUHON MPOTECUHYPHUH.

Cpennue nokaszareiid KpeaTHHUHA CBHIBOPOTKH KpOBU cocTtaBuiu 85,2 [66,3;
188,8] mMxmomw/n; moueBunbl 4,12 [2,49; 6,57] MMonb/n. YpoBeHB CYTOYHOMN
nporenHypun 0bu1 He BeIcOKUM — 0,03 [0,0; 0,09] /.

Cpennuii Bo3pacT K MOMEHTY TpaHCIIaHTalMKM ToYeKk Obu1 12,5+3,7 mer.
MakcuManbHasi TPOJOJDKUTENIBHOCTh BBDKMBAHUS TpaHCIJIAaHTaTa B HAIKUX
HaOJIIOIEHUAX cocTaBuia 12 ner.

I'maBHass w3 ¢QyHKUMNA KOHTpOJIE — HaONMIOAEHHME W KOppEKUHs 3a
UMMYHOCyTipeccueil. [letn mnony4aroT KOMOMHUPOBAHHYIO HMMYHOCYIIPECCHIO,
BKJIIOUAIOIIYI0  TMPEIHU3O0JOH  (METHUIpEer),  MHUKOPEHOJIOBYIO  KUCIOTY
(MatipopTHK), HTUKIOCTOPUH A (CaHAMMMYH) WU TaKpoiauMyc (tiporpad).

Bonpiras yacte HamMX MalMEHTOB MoiydaeT Takpoiumyc. OnuH pebeHoK
MOJTy4aeT MUKJIOCTIOPUH A, OJJUH peOCHOK HaXOAUTCS Ha IBEPOIUMYCE (CEpTUKaH),
MOCKOJIBKY TIPU MPUMEHEHUU TaKpOJUMyCa WM IIUKIOCIIOpUHA A y pa3BUBaIach
runeprepMusi.  IBEpoIUMYC  —  WHTHOUTOp  cuUTHaima  mpoiudepanuu,
BO3JICUCTBYIONIMI HA  HauWOoOJiee BaXKHBbICE TMPUUYUHBI  MOPOrpeCcCUpyroLIeh
nuc(yHKIIMY TpaHCIUIaHTAaTa.

Jomyctumeble 1udpsl KOHIIEHTpAIUU rporpada (TakpouMyca) B CBIBOPOTKE
KpoBU 2 — 8 Hr/MJ1, nukiaocnopuHa A 230 — 460 Hr/m.

N3BecTHO, YTO OCHOBHBIM (DAKTOPOM pHCKAa XPOHUYECKON Hedpomaruu
TpaHCIUIaHTaTa SIBJISIOTCSA: HE(PPOTOKCUYHOCTb, CBSI3aHHAsA C IPUMECHEHUEM
WHTUOUTOPOB KaJIbIIMHEBPUHA, MOXKUIIBIE JTOHOPHI, OCTpas Peakiusi OTTOPKECHHUS,
nuToMeranoBupycHass uHdexnus [193]. Jlng Hammx manueHTOB MMEeT 0co0oe
3HaueHWe JBa (akropa — HEPPOTOKCHUYHOCTh IUKIOCIOpMHAa A U
IIUTOMETAJIOBUPYCHAsI MH(DEKITHS.

TakuM 00pa3oM, y HaAIIMX MAIIMEHTOB B COCTaB UMMYHOCYIPECCUH BXOIUT
MPEUMYIIIECTBEHHO TaKPOJUMYC, KOTOPBI HMEET MEHbIIIEE KOJINUECTBO OOOUHBIX

a¢dexToB U gaeT 6oee IITUTEIHHOE BRDKUBAHNE TPAHCIUTAHTATA.
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OnHomy pebeHKy B Ipoliecce HaOMIOAEHHs MTPOBETN 3aMEHY LUKIOCTIOPUHA
A Ha TakpolIMMyC, TaK Kak 0pu OHONCHM B TIOYEUYHOM OHomnTare ObLIN
oOHapyKeHbl MPU3HAKU OTTOpXKEHMs. B 3TuX cioyyasx Ha3Ha4aeTcs METUIpE] B
03¢ 400 Mr/M> MOBEPXHOCTH Tela OJHOBPEMEHHO C IIEPEBOIOM Ha TaKpOIUMycC. Y
JAHHOT'O Iperapara HeOOJbIION TepaneBTUYECKUM HHTEPBAJI, UTO TPEOYET YETKOIO
ero npuemMa. B atux ciydasx oco0oe 3Hau€HHE NMEET KOMIJIACHTHOCTD MallMeHTa,
ero poautenel (00br9HO Mambl). [lo HamMM HAOMIOACHUSM, HEKOMIUIACHTHBIM
NALMEHTaM M TE€M MalUeHTaM, KOTOPBIX [0 TEM WM HMHBIM IIPUYMHAM HE MOTYT
KOHTPOJIMPOBATh 2 pa3a B MECSL KOHLICHTPALIMIO TAKPOJIMUMYCa, IPEANOYTUTEIbHEE
IPUMEHEHUE IMKIOCIOpUHA A, Yy KOTOpOro 0Oosee MIMPOKUH TepareBTUYECKH
uHTEepBaj. B cocTtaB MMMyHOCynpeccuH BCEM JAETAM Ha3HayaeTcsl MailopTHK
(MukodenonoBast  kucioTa). TpeTMil  KOMIOHEHT HMMMYHOCYIPECCUU  —
IPEIHU30JI0H (METUIIPEN).
be3ycnmoBHO, Takas Tepamus ~ BBI3BIBACT  BBIPAXKEHHBIE  M3MEHEHMS
UMMYyHUTETA y netel (Tabauua 22).
TaOmuma 22

OcHoBHBbIC UMMYHOJIOTHYeckre u3MeHenust npu TXITH y nerei

ITokazarenn I'pynnbl 00c/1e10OBaHHBIX JeTel XZ, p
I'pynma XIIH, I'pynma XIIH,
3T repecajka
IT A (n=23) II b (n=21)**
JIeKOIUTHI, 10°/n 8,7 5,6 X2=7,4
[5,7; 11,0] [4,1; 7,8] p=0,03*
JInmponutsl, % 30,7 27,6 v*=63
[26,1; 33,0] [24.,4; 30,2] p=0,04*
JlumponuTsl, 107/n 1,5 1,2 X2:O,7 8
[1,3; 1,6] [1,0; 1,3] p=0,63
CD3, % 57,5 50,4 v*=1,8
[52,8; 61,2] [48.2; 53,0] p=0,54
[Tponomxenue Tabnuia 22
CD3, 10”/n 1,6 0,78 x'=4,2
[1,6;1,9] [0,5; 0,9] p=0,06
CD4, % 33,5 30,3 =74
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[30,3; 35,6] [29.5; 33,4] p=0,02*
CD4, 10°/n 0,62 0,58 %’=6,1
[0,5; 0,8] [0,5; 0,8] p=0,04*
CDS, % 20,5 18,1 x'=4,3
[18.5; 23,3] [17,2; 20,3] p=0,06
CDS8, 10°/n 0,40 0,32 x’=1,5
[0,3; 0,4] [0,3; 0,4] p=0,33
CD16, % 20,5 20,2 %*=0,59
[18.5; 21,6] [18,7;20,9] p=0,89
CDI16, 10°/n 0,44 0,39 x’=1,6
[0,4; 0,5] [0,3; 0,4] p=0,25
CD4/CD8 1,8 1,7 x*=1,0
[1,7; 18] [1,7; 1,8] p=0,95
xz, df 1, * mocroBeprocTh mpu p<0,05
** - metm o0Ocen0BaHBI B CPOKU 6 MeC. IMOCTIE TPOBEICHHON ONepalnu

VY nanueHToB C Mepecajkoid MOYKH Mpu OOCIeqOBAaHUU Yepe3 6 MecsIeB
1ocjie  TPAHCIUIAHTAlMW  BBIABJICHB ~ OCOOCHHOCTM  HMMMYHOJOTHYECKOM
pEaKkTUBHOCTH B BHJe B-nmumdponenun, HegoctaroyHOCTH T-KJIETOYHOrO 3BEHA
uMMyHuTeTa (abcomoTHoe U oTHocuTenbHoe cHuxeHnue CD3, CD4, CDS).
BbIsIBIIEHHBIE HApYLIECHHs SIBIISIOTCS CJIEACTBUEM IIEPEHECEHHOW omnepanuu u
MIPOBOJMMOM HMMMYHOCYIIPECCUBHOM Tepanuu. Hamm naHHble CcOBHAmgarwT ¢
MHEHHMEM JPYTUX aBTOpPOB [96].

IIpy U3yyeHMn MMMYHOJIOTMYECKHMX IOKa3aTesied NMalueHTOB yepe3 3 roaa
NoCJ€  ONEpPaTUBHOTO  BMEUIATENIbCTBA  COCTOSIHUE  HMMMYHOJIOTMUYECKOM
peakTUBHOCTM Ha (OHE TMPOBOAMMOM  HMMYHOCYIPECCUBHOM  Tepanuu
XapaKTEepPU30BAJIOCh: TOBBIIICHUEM KOJIMYECTBA JeHKoIuTOB KpoBu (8,9 [6,1;
14,51%10°/n, p<0,05), ypoBHS LMPKYITHPYIOIMX HMMMYHHBIX KOMILIEKCOB (64,0
[47,0; 86,0] yca.en., p<0,05), a Taxxe ypoBHSI UMMYHOTJIOOYTHHOB Ki1laccoB M u G
(1,1 [0,6;1,3], p>0,05 u 9,8 [7,2; 12,5] p<0,05 cOOTBETCTBEHHO), MPOIEHTHOIO
conepskanus nonyssinuu T-mumdorutoB (CD3, CD4, CDS8) (puc. 24).
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Jleitkorutsr 1091

60
0
40
CD16, % {30/ Jlumdoumtsl, %
0

CD8, % CD3, %

CD4, %

Puc. 24 OcHoOBHBIE OKA3aTEIM UIMMYHHTETA Yepe3 3 rojia nocie

TPpaHCIIaHTAalluH IIOYKH

OnHako, HECMOTps Ha 3HaUMMOE MoBkieHne nokaszarenen CD3, CD4, CD8-
auM(GOIMTOB pedepeHTHBIX 3HAYCHUH OHM He jJocturaiu, ypoBeHb CDI16
OCTaBaJICSI YMEPEHHO MOHUKXEHHBIM; TaKUM 00pa3oM, y MAIMEHTOB COXPaHSIACh
yMEpEeHHas MMMYHOCYIIpECCHS, HeoOxonuMast JUIS1 HOPMAaJIbHOTO
(GYHKIIMOHUPOBAHUS ~ TPAHCIUIAHTaTa. AKTHBAI[USi HMMMYHHBIX  MPOIECCOB,
BO3MOXKHO, SIBJISIETCS  CJICACTBUEM HEKOTOPOTO CHIWKEHUS A(PEeKTUBHOCTH
MMMYHOCYIIPECCUBHOM TEpanuu.

Cepbe3HO MEAUIIMHCKON MpoOJieMoi y HaOMoJaeMbIX JeTed BCIICICTBUE
MMMYHOCYIIPECCUM SIBJIAIOTCS 4acThle HMH(GEKIMOHHBIE 3aboneBaHus. Yacrora
BUPYCHBIX UH(PEKIUN Konednercs ot 2 10 7 B roa. Jis npodunakTuk BUPYCHBIX
uH(eKIMi aBa pa3a B roj AETAM MPOBOAWINA BaKIIMHAIIMIO OT TPUIITIA.

Bropuunbie OakTepuanbHble HMH(PEKIMM B  OCHOBHOM  OCJIOXKHSIOT
pecCIupaTopHO-BUPYCHBIC 3a00JIEBaHUS U MPOTEKAIOT B BUJIE OTUTOB, (DapUHTHUTOB.
Mpb1  yuuThiBa€M TO OOCTOSITEIBLCTBO, 4YTO Yy JeTed Ha (¢(oHE MOIIHON
UMMYHOCYTIPECCUHM  HENb3sd  NPUMEHSATh  MHTEpOEpOHBI W Tpenaparsl,
CIIOCOOCTBYIOIIME  BBIPAOOTKE  MHTEPPEpOHOB. BO3MOXKHO  NpUMEHEHHE
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UMMYHOITIOOYTUHOB M TpPU HEOOXOJUMOCTH MPOTUBOTEPIETHUECKUX W/WIH
IPOTHUBOLIUTOMETATIOBUPYCHBIX TMpenapaToB. [Ipu BeiOOpe aHTHOMOTHUKOB st
JeyeHus: OaKTepuanbHbIX HH(PEKINI yUUTHIBAETCS UX HE(PPOTOKCUUHOCTBD, a TAKKE
BO3MOXKHO€ BJIHMSHHE Ha KOHILEHTPALMIO B KPOBH HMMMYHOCYIPECCHUBHBIX
[Iperaparos. [Ipu  pa3BuTMM  UHQPEKUUOHHBIX  OCJIOKHEHUH  JIE€TH
TOCHUTAIM3UPYIOTCSI B CTallMOHAp, B OTACJNbHYI manary. OO0s3aTelbHo
IPOBOJIUTCS.  BHEOUEPETHOM  KOHTPOJIb  KOHIEHTPAlMM  TakpoluMyca M
HUKJIOCIOprHa A B KpoBU. /032 MUKO(EHOIOBON KHUCIIOTHI Ha NEpUON OOJIE3HU
YMEHBIIAETCS WM Mpenapar OTMEHSAETCS MOJNHOCTbIO Ha 3—6 pJHel 1o

KyIUPOBAHUS HH(PEKIIMH.

5.2 BzaumoneiicTBUe € ceMbeil, 0COOCHHOCTH NMCUXO0JIOTHYECKOr0 CTaTyca

H couaJin3anum nManueHToB

MsI npoBenu aHKeTHpOBaHHE poxuTened 20 ManueHTOB € MEPECAKEHHOU
IIOYKOM, HAaJ0 OTMETUThb, YTO BCE POAMUTEIN CONIACWINCH HAa TECTUPOBAHHME U
TOTOBBI OOCYXJaTh OTKPBITO MPOOJEMbI CBOMX J€Tel. AHKETUpOBaHHE ObLIO
IIPOBEJIEHO Yepe3 3 ro/1a MOCye BhIIOJHEHUS ONEPALMH TPAHCIIaHTALUH.

Bospact poaureneld M3ydyeHHBIX MAILMEHTOB COCTaBUI OT 25 o 48 ner
55,0% poauTeneit umenu Bhiciiee odpasoBaHue, ogHako 75,0% mMarepei sSBISIUCH
JIOMOXO3sIKaMH JIJ1s1 BO3MOXKHOCTH MOCTOSTHHOTO yXoza 3a pedeHkoM. M3mensuics
COL[MAJIbHBIA CTarTyC Marepu — U3 AUIUIOMHPOBAHHOIO CIEHHAINCTA OHA
npeBpalagack B CHUJIEIKY, COOTBETCTBEHHO Kpyr OOIIeHHs ObUl OrpaHUYeH.
OcHoBHast (yHKIUS OTHA — MarepuaibHoe obecrneueHue cembu. [lpu sTOM
OTMEYEHO HEKOTOPOE OTHAJIEHUE CYNPYroB, MOCKOIBKY Y MAareped Ha IepBOe
MECTO BBIXOIMI peOCHOK.

B GonpmuHCcTBE ciydaeB cembr ObuTH monHbIMA (80,0%), B 20,0% pebeHok
BOCIIUTHIBAJICA OJHUM POAMUTEIIEM, Yalle MaMou. B 5 ceMbsX OTIBI yUUId U3
cembu. B 12 cembsix pebeHOK ObUT €MUHCTBEHHBIM, Y POAMUTENECH MPUCYTCTBOBA

CTpax poOXACHUS BTOPOTO pC6CHKa ¢ 3a00JIeBaHUEM ITOYECK.
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B OonpmmucTBe cemerr  (85,0%) wumeeT MeCTO CTpEMJIGHHE K
COTPYAHUYECTBY, POAUTENN 3aUHTEPECOBaHBbI B JEJIaX CBOETO PEOCHKA, BBICOKO
OLICHMBAIOT €ro  CIOCOOHOCTH, AaKTUBHO €My TIOMOTaloT,  MOOILIPSIOT
camocToATeNbHOCTh. B 15,0% BbIABIEHO HEHTPaIbHOE OTHOIIEHHE CO CHUKEHHEM
CTPEMJIEHUS K COTPYIHUYECTBY, HEBBICOKON 3aMHTEPECOBAHHOCTBIO.

B 70,0% cemeidi oTmMe4aeTcs THUNEPCOLMAIM3ALMSA C aABTOPUTAPHBIM
MOBEJICHUEM POAUTENCH MO OTHONICHUIO K PEOCHKY, HaBsI3bIBAHUEM CBOEH BOJIA U
MTOCTOSTHHBIM KOHTPOJIEM 3a €r0 MTOBEACHUEM.

Takum  oOpa3oM, HMeeT MECTO  HapylIeHHE  MEXJIMYHOCTHBIX
BHYTPHUCEMENHBIX OTHOIIEHUM, OTHAJIEHUE CYNPYrOB IPYr OT Apyra, HO3TOMY
pOIMTENN MalUMEHTa C TEPECAKEHHOW TMOYKOM HYXKIAITCS B  IMOMOIIH
CIIEHHAIACTOB-TICUXOJIOTOB.

[IpuBep:KEeHHOCTHh HAOIIOACHUIO U JICUEHUIO OTMEUYEHA BO BceX ceMbsix (20).
Jletn perymsipHo HaOIOmaIMCh B ypoHedpojornuyeckoMm IieHTpe. Poaurenu
3alOJIHSUIM  CAMOOTYET O JIEYEHWH, a TakKKe BEIW JIHEBHUK NAlMEHTa C
€KEIHEBHBIM KOHTpOJIEM YpoBHS AJl, BBINUTOW JXHUIKOCTH, Beca, AUYype3a U
TEeMIEPaTypHhl.

TecHoe B3auMopeicTBHE C ceMbeil peOeHKa — HEO0OXOIUMOE YCIOBHE
BBDKMBAEMOCTU TpaHCIIaHTara. Peub HWAET, Mpexkae BCEero, 0 MPHUBEPKEHHOCTHU
aedeHuto. Poautenun pebeHKa M caM MAalMEHT JIOJDKHBI OCO3HAaThb Ba)KHOCTH
MOCTOSIHHOTO TIpUeMa UMMYHOCYTIPECCUBHBIX TpernapartoB. MaTh oHOTO peOeHKa
B HAIlIUX HAONIOEHUSAX CAMOCTOSITEIbHO YMEHbIIANa J03y TaKpOJIUMYCa, CKpbIBas
ATO OOCTOATENHCTBO OT Bpaued. B pesynbrare oOcienoBaHuE aBajio JIOXKHbBIC
pE3yJIbTaThl, MOCKOJbKY KOHTPOJIb KOHIIEHTPALIMU Tpenapara B KPOBU IO BUHE
ponuTenel MpOBOAWJICA HE N0 NpHEMa Mpenapara, a nocie. BemeacTtBue 3Toro
OOCTOSITENIbCTBA ~ HA4YaJIOCh  XPOHWUYECKOE OTTOPXKEHHE TpaHCIIAaHTaTa W
nporpeccupoBanue XbII no 5 craguu 3a nBa rona. IlpoBeaena onepanus ynaieHus
TpaHcIUlaHTata. B HacTosiiiee BpeMsi pebeHok BHOBb mnepeBeieH Ha [TAILJ] wu

TOTOBUTCA K TPAHCIIAHTAIIUU ITIOYKH OT APYTOI'0O pOJAUTCIIA.
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Habniomas 3a manueHTamMM ¢ TEpecajkoil MOYKM, MBI MOHMMAaeM
HEOOXOAMMOCTh CBOEBPEMEHHOTo mepeBoaa pebenka Ha I[IJ[ ansa moctmxenus
JY4YIIUX pPe3ylbTaToB B OyaylleM IOcjie TpaHCIUIaHTaluu Modku. Hepemnko
POIWTENN 3aTATMBAJIM CBOE DPELIEHUE, JUIMTEIBHOE BPEMS HE COIVIAIIAIMCh HA
MPOBEACHUE HAIN3a, HA TPAHCIUIAHTALMIO MOYKH, NIOKA Yy JIETEN HE MOSABISUINCH
BTOPHYHBIE KOCTHbIE M3MEHEHMS, cBsizaHHble ¢ XIIH kak ciencTtBre BTOPUYHOTO
runeprnaparupeosa. [leputoneanpHblil [uanu3 kak o0pa3 >KM3HU peOeHKa WHOTIA
ycTpauBaeT cembto. Hepenko TpeOyercst IuTeNnbHas npeaBaputesibHas padoTa ¢
CEMbEH ellle /10 MepeBojla peOeHKa Ha MEPUTOHEANbHBIA UAu3, 3TO IOMOraeT
3¢ (PEKTUBHOCTH TIPU NMOCIEAYIONIEH NTepecaaKe MOUKH.

Baxknas 3anmada Bpaua-Hedposora OOBSICHUTH POIUTENSAM, YTO PEOECHOK
noskeH npuiitu k 31T B Oosee coXpaHHOM COCTOSIHUM — O€3 MPU3HAKOB OEIKOBO-
HHEPreTUYECKOM HEJOCTAaTOYHOCTH, AaHEMHUH, PAXUTONMOJOOHBIX H3MEHEHHH.
[ToaTomy Gecenpl ¢ poIUTENSAMHU U AETbMH IPOJOJIKAIOTCS BPAauoOM IOCTOSIHHO U
MOCJI€ MEepeBo/ia peOeHKa Ha MEPUTOHEATBHBINA JUATU3 U TIOCIIE MTEPECAIKH OpraHa.

Mbl  u3yyumiaM TCUXOJOTHYECKHWd craryc 14  nerei-moIpoCTKOB ¢
MIEPECA)KEHHON TIOYKOM, HCIOJB3yS TECT KOMMYHHUKAaTUBHBIX yMeHH JL.
MuxenbcoHa, TecT YpoBHs oOmmuTenbHOCTH B.®. PsaxoBckoro u mkamy
caMooIieHkH ypoBHs TpeBokHOCTH Y. JI. Crimntbepra u }0.J1. XanuHa.

[Ipy mnpoBeneHMM MJAHHBIX TECTOB, Mbl BBIICHWIH, YTO W3MEHEHUS
IICUXOJIOTUYECKOTO0 CTaryca y JEeTed 3aBUCAT OT [JJIMTEIBbHOCTH TEYECHUs
3a0o0yieBaHMs, CTENEHW BbIpaxkeHHOCTH mpossieHuid XIIH wu  Bpemenu
TpaHCIUTAaHTAllMM To4Yku. Takum oOpa3oMm, 4eM paHblle PeOEHKY MNPOBOIUTCS
TPaHCIUIAHTAMs, TEM MEHEE BBIPAXKECHbl HW3MEHEHUS IICUXOJIOTUYECKOIrO
cocrossHus. Ilpu mporpeccupoBanun XIIH orMedaercss pe3koe HU3MEHEHHE
OPUBBIYHOTO JKU3HEHHOTO CTepeoTurna pedeHKa, HeoOXOJUMOCTh CTPOro
COOJIIOICHUSI PeKUMa TepaIiK, YacThle TOCTIUTATU3AlUU, U3MEHEHNE TPUBBIYHBIX
BUJIOB JIESITENBHOCTH.

Tect koMMyHHKaTuBHbIX ymeHund JI. MmuxenpcoHa mokasain, dYro Yy

MAIUEeHTOB C JTTUTEILHON AUATU3HONW Tepanuel 10 TPaHCIUTAaHTAIllUK MOYKH Yallle
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BCTPEYAJICSA 3aBUCHUMBIN TUIl PEarupoBaHUs C 3aBUCUMOCTBIO B3IVISIOB, OLICHKU U
IIOBEJICHUs JINYHOCTH OT JPYTHX JIOAEU. ATPECCUBHBIA THUIl PEAarupoOBAHUSA C
KAaTETOPUYHOCTBIO CYXKJICHHM, HEraTUBHON OLICHKH MPOUCXOASIIETO OTMEUYEH
3HAQYMMO PEXKEe IO CPAaBHEHUIO C JACTbMHM Ha Jualu3HON Tepanuu (miaBa 4) u
BcTpeyasnica y 1 mauuenta (7,1%). Ilpu npoBeneHun TpaHCIUIAaHTAIlMU B BO3pACTe
10 10 -12 net BISBIEH KOMIETEHTHBINA TUI PEArMPOBAHUS C YMEHUEM YCTYIATh B
KOHTAaKT C JPYTMMH JIIOJbMH, BBIPAXKaTh IOJIOKUTEIIbHBIE YYBCTBA, aJE€KBAaTHO
pearupoBaTh Ha MOBEJCHUE OKPYKAIOIIHX.

Ouenka ypoBHS OOLIMTENBHOCTH Ha OcHOBe Tecta B.dD. PsiaxoBckoro
BBISIBWJIM TpOOJIEMbl OOIIEHWS Y OOJBIIMHCTBA JieTeld (2 ypoBeHb OOILIEHUs).
Cka3bIBaeTcsi OTpaHUYEHUE SMOLMOHATBHO-TMYHOCTHOTO OOIIEHHUs C OMM3KUMU U
CBEPCTHUKAMHU, OTCYTCTBUE MPOAYKTUBHOM  JESATENBHOCTH, OrpPaHUYEHUE
couuanabHON akTUBHOCTH. Hambomnee sIBHO colMaiibHash M30JALUS BBIPAKaeTCs B
IIOJIPOCTKOBOM BO3pacTe.

I[To mxane camoonenku Y.JI. Crnunbepra u HO.JI. Xanuna wyaiie
OTIpEIeIISIIaCh BHICOKAs TPEBOXKHOCTH (> 46 GaioB) —y 78,6% neteil, oTMEUeHbI
HEraTUBHbIE TEPEXKUBAHUSA, CBSI3aHHBIE C ONACEHUSMH 32 CBOK O KH3Hb,
HEYBEPEHHOCTHIO, OLYILIEHNEM CBOEH HEIOJIHOLEHHOCTH.

Bce nmetm ¢ mepecaxeHHOM IIOYKOM  HYXIAKOTCA B IICHUXOJIOIO-
negarornyeckoil mnogaepxke. Ilpu pa3paboTke nporpaMMmbl MNCUXOJIOTHUYECKON
IOMOIIIM, HEOOXOIMMO YUYUTHIBATH BO3pACT peOEHKa Ha MOMEHT IPOBEICHUS
TpaHCIUTAHTAIH, BhIpaXXeHHOCTh nposBieHuit XI1H, nnutensHOCTh 3a001€BaHus.

[lepecanka mouku, OE3yCIOBHO, U3MEHSET XM3Hb MallMeHTa B JIYYILIYIO
CTOPOHY, OJIHAKO OCHOBHOE 3a00JIeBaHUE HAXOJUTCS B TECHOM CBA3M C
COLIMAJIBHBIM TICUXOJIOTUYECKUM CTarycoM peOeHKa, ero o0pa3oM KHU3HU W
BocnuTanueMm. OcoOyto BaXXHOCTh MPUOOPETAET MPOLIECC COLUANTU3AINY TallUeHTa
— IIpOIIeCcC B3aUMOICUCTBUS JIMYHOCTHU U o01ectsa [18].

VY peGeHka BO3HMKAET CTUTMa BOCTIPUATHS ce0s1 KaK «OO0JIbHOT0» YEJI0BEKa, C
OrpaHUYEHHBIMA BO3MOXKHOCTSMH, YTO YIpOXKaeT B JAJbHEUIIEM IOSBICHHEM

HCXKCIATCIBHBIX IMOBCACHUYCCKHX pCaKHHﬁ. Baxnas pPOJb B BOCIIHUTAHUU U
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pa3BuTUU peOeHKa MPHUHAJICKUT CEMbE, OJHAKO POAMTENH HE BCEraa C 3TUM
CHPABIIAIOTCS M OOJbIIE HAACIOTCS HAa BOCIUTATENBHYIO POJIb 00pa30oBaTesIbHbBIX
YUPEKICHUM.

B pesynbrare aHanMsza ICHXOJOTMYECKOTO cTaryca M ompoca 14 gereil ¢
MEPECAKEHHON TIOYKOM OIPEAENIEHO, YTO OTHOUIEHWE PpOAMUTENEH HEpPEaKo
MPUHUMAJIO TaToJoruyeckue GopMbl U XapakTepu3oBasioch runepomnekoit (50,0%)
WM 4pe3MepHOi cTporocThio (28,6%). Jlumb 2 peOeHKka cuyuTaay OTHOIICHUE K
cebe ponureneil HOpMaibHBIM. 1/2 pgeTel paclieHHBad CBOIO OO0JIE3Hb Kak
CEPbE3HBIN HEIOCTATOK, KOTOPBIM MOMENIAeT UM JOCTHYb BBICOKHX PE3YyJIbTAaTOB B
oOyueHuu. 64,3% nereil OTMETHIIM, YTO UM MHTEPECHO NOJy4aTh HOBBIE 3HAHMS,
TaKU€ MAIUEHTHl XOTAT YUUTHCS, OJJHAKO YKa3bIBalOT Ha OBICTPYIO YTOMIISIEMOCTb.
1/3 pereil cuMmTaroT, 4yTO OmpeaeTMIHCH ¢ Oyaymed npodeccueil. OHH XOTAT
oOyyaThCsi B BBICIIUX Y4YEOHBIX 3aBefieHUsX. CriopToM (HempodecCHOHAIBHBIM)
3aHUMAIOTCA TOJBKO JIBO€ MOJAPOCTKOB (O€r, I'MMHACTHKAa), OCTAJIbHbIE JI€TU
yKa3aJid, 4YTO HE XOTENIU Obl 3aHUMATHCSI CIIOPTOM.

IIpy aHanmM3e TNCUXOJOTHMYECKUX TECTOB U JIAHHBIX AHKETUPOBAHUS
MOJIPOCTKOB HaMH BBIJEIEHbl MPU3HAKH, CBHUJETEIbCTBYIONIME O HapyUICHUU
MpoIecCa COLMANN3AlNN Y JIETEN C NEePEeCaKEHHOW MOYKH. JTO MAJIO€ y4yacTHE B
OOIIIECTBEHHOM »W3HU; HU3Kas BKIIOYEHHOCTh B paboTy MO JOMy; HaJId4yue
NaTOJIOTUYECKUX (OPM BOCIHUTAHUS B CEMbE; CKIOHHOCTh K HENOOLEHKE WU
NEPEOLCHUBAHUIO COOCTBEHHBIX BO3MOXKHOCTEH; JJIMTENIbHOE NEPEKUBAHUE
HEy/la4y; HaJlM4yuhe  CJIOXKHOCTEH B OTHOILIEHUSAX CO  CBEPCTHUKAMU;
HEY/IOBJIETBOPEHHOCTh ~ COOCTBEHHOM  JKM3HBIO;  HHU3KO€  CTpPEMIJICHHE K
CaMOCTOATENIbHOCTH.

Mpbl u3yunnu AajibHEWIIylo cyabOy mnairueHToB. [leTh ¢ mepeca)keHHOM
MOYKOW HAXOJATCA Ha OOLIEM peXUME C OrpaHUYCHHEM (PU3UUYECKON HarpysKw,
o0y4yeHHe MPOJODKAETCA WHIUBUAYAJIbHO Ha JOMY IO IIKOJIBHOW MpOrpaMMme.
Opun pebeHOK mocemnian OObIYHBIM JIETCKUM caji, MOTOM IMOIIel B OOBIYHYIO
mkony. Jlpyrue [BO€ MalMEeHTOB TMOJNY4YaloT CpeaHee MpodeccHoHaIbHOe

06pasoBaHHe, ABOC y4daTrCia B BBICHIEM y‘le6HOM 3aBCACHHNU U IIATCPO pa60Ta}0T.
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OnvH TanueHT MOoCje Mepecagkd TPYMHOW TOYKM M THOETW TpaHCIUIaHTara
BEpHYJICS K MporpaMMHOMY reMmoauanuzy. [pyras B3pocnas manueHTKa Hu3-3a
MCKPUBIICHUN KOHEYHOCTEHN Tak»Ke He paboTaer.

Crnenyet moa4epKHYTh, YTO MOCJE MEPECATKN MOYKH KU3Hb MAIMEHTa U €ro
OKPYKEHHUSI MEHSIETCA. MHOTHE B3POCIIbIE JIFOAU C IEPECAKEHHBIM OPTaHOM JKHUBYT
U paboTalT, UMEIOT ceMblo. [IsTepo malueHToB, KOTOPhIE B HACTOSIIEE BPEMs
paboTaroT, moaydnuiiu Beiciiee oOpazoBanue. JleBymika 28 yer paboTaeT Bpavyom,
Monoable Joau 29 m 24 ner — PKOHOMHMCTaMH, €lie aBoe — 25 m 27 ner —
MPOTPAMMHUCTHI.

Knunuueckoe naoniooenue 5.

Hesymke K. B HacTosiee Bpems 28 net. [Ipo0Giemsbl co 310pOBbeM HAYAIHUCH
c 7 JeT, Korja He3aMETHO pa3BWIIACh aHeMUs, pedpakTepHas kK jedenuto. [locre
oOcienoBaHusl B KIMHUYECKUX YcNoBUsAX Oblia BeisiBieHa TXIIH BcienctBue
TUMO- U KUCTO3HOM AuCIUIa3uu Tmouek. [lo >KM3HEHHBIM TMOKa3aHWsIM ObLia
nepeBe/icHa Ha XPOHUYECKHM TreMoauaiu3, 3areM ObUl  MOJKIIOUEH U
MEPUTOHEATIbHBIA a3 B CBSI3M C PA3BUBUIMMUCS CEPAECYHO-COCYAUCTHIMU
ocinoxHeHussMu. Ha auanusnoil Tepanuu neBouka npoodsuia 9,5 net. Ha nepeesn B
MocCKBYy 117151 MPOBEAEHHUSI aJUIOTPAHCITIAHTALIMY TTOYKU POJUTENIN HE COITIAIIAIUCH.
C otkpsiTueM B T. Camapa 1ieHTpa TpaHCIUIaHTAIlMK TIOYEeK JeBOYKa ObLia B3sTa B
muct oxunanusa. B 2007 roxy el BBINONHEHA TPAHCILIAHTALMS TPYITHOW ITOYKH.
[Tomy4aeT UMMYHOCYNIPECCUBHYIO Tepamnuio (IUKIOCTOpUH A, MUKO(DEHOIOBYIO
KHUCJIOTY, TPEAHU30JI0H), MPOTUBOSI3BEHHBIC IMpenaparbl, HACaJIbHO COOJIOIAeT
nuery. loMeocrarnueckue TmapaMeTphbl JepiKarcsi MPaKTUYECKH B TIpejaesiax
JOMYCTUMBIX 3Ha4eHWi. Tak, KoneOaHWs KpeaTMHHWHA B CHIBOPOTKE KpPOBHU
COCTaBIISIOT 77-79 MKMOJBL/1, MOYEBUHBI — 9-11 MMomb/n, kaaus — 4-4,5 MMONB/II,
Hatpust — 145-147 mmons/n. Temormobun cocrtaBnsier B cpennem — 110 r/m. B
oOmmieM aHanmM3e MOYM TUIOTHOCTHh Moun 10 1012. AprepuanbHoe naBiIeHUE
MakcuMaJjbHO noBbiaercs A0 120/80 mm pt. cT. JleBouka Bcerja Obljia MO3UTUBHO
HACTPOCHA, OTKphITa it oOmieHus. [locime TpaHCIUTAHTAIMK TOYKH 3aKOHYMJIIA

MCI[I/IIII/IHCKI/Iﬁ KOJUICIK U IIOCTYyIIWJIa B MG,Z[I/IHI/IHCKI/Iﬁ YHUBCPCHUTCT. ITo 9TOMY
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CIy4ar0 XOYeTCsS cHelaTh HeOONbIIHe KOMMEHTapuu. OJTa JEByIIKa C
YIOBOJBCTBUEM BCTPEUACTCA C IMMAIMEHTaMH, KOTOPBIM MPEACTOUT IEpecaika
nouku, 6eceayer ¢ HUMU. [locemnaeT ypoHeppoaoruueckuii LeHTp.

N3BecTHO, YTO JIeTH YK€ HA JAUAJTU3HOM TEPANMU B OTIIMYME OT 3I0POBBIX
Jonei uMmeroT 0osiee BBICOKYIO JIMYHOCTHYIO M PEAKTUBHYIO TPEBOKHOCTb.
Bcrpeua um Oecenpl ¢ TakodM MAIMEHTKOM, O KOTOPOM MBI TOBOPHJIM BBIIIIE,
JNEUCTBYeT Ha IICHXWKY peOCHKa KakK KOHCYJIbTamus TPo(ecCHOHAIBHOTO

IICUXOJIora.

5.3 OueHka BbIKMBAEMOCTH MIOYEYHOT0 TPAHCILJIAHTATA

l'onnuHast BBKMBAEMOCTh MOYEUYHBIX TpaHCcILuIaHTaTtoB coctaBmia 100,0%, 5-
aetHsst — 90,5%, 10-nerass — 85,7% (10 metT ¢ MOMeHTa TpaHCIUIAHTAIIMN TTPOIILIO
y 7 mnanueHtoB). [lpuumHOM yTpaThl IOYEYHOTO TpaHCIIAaHTAaTa OBLIO
HECOOIIONCHUE MPEANUCAHHOTO pPEeKUMa HMMMYHOCYNPECCUH C pPa3BUTHUEM
XPOHHYECKOTO OTTOPXKEHHUS (XpOHUUYECKOW TpaHCIIAHTAIIMOHHOW Hedporarun) —
B 4,8%.

JleranbsHOCTH B JIETCKOM Bo3pacTte (10 18 jer) mocie nepecagku Movyku Hamu
HE OTMEUCHO.

[Tornbam nBO€ B3POCIBIX MOAPOCTKOB, JIETATLHOCTH cocTaBuia 9,5%. B
HACTOSINEe BPEMsl TPAHCIUIAHTAT MPOJOJDKAaeT (PYHKIITMOHUPOBATh y 18 MmaiueHToB
(85,7%).

JIBoe manmentoB ymepiau B 2019 r. Bo3zpacre 19 m 20 ner yxe mocie
3aBEPILICHUS UCCIICAOBAHUS.

Knunuueckoe naoniwooenue 6.

[Tariuent U., 2000 r.p., 6oneH ¢ poxnenus. B Bo3pacte 17 gHell BbIsiBICHA
MaToJIOTUsl TMOYEK: BPOXKJICHHAsl TaTOJIOTHS Pa3BUTHUS MOYEBOW CHCTEMBI.
[Ty3b1ipHO-MOUETOUHUKOBBIN pedutokc. Habmomancs B ypoHEppOIOruyeckoM
neutpe COKb wum. B.JI. CepemaBuna. B 2007 1. Bo Bpemsi oOciemoBaHUs

BbISIBJICHA TCPMHHAJIbHAA CTaauA XpOHPI‘IGCKOﬁ MMOYEYHON HEIOCTAaTOYHOCTH. B
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TEUeHHE 2 JIeT MPOBOAWICS NEpUTOHEaNbHbIM auamu3, B 2009 1. mpoBeneHa
poacTBeHHas amtorpaHciuianTtauua noukd. C 2012 roga crama oTMedarbes
TUCQYHKIMS ~ TpaHCIUIaHTaTa — CHIDKEHUE JUype3a, ypeMus, aHeMusd,
MeTabonuueckuii anmuao3. B cBiI3m ¢ 3TUM  peOEHOK CTal  ModydYarhb
nepuToHeanbHbIi nuanu3. B 2013 roxy npoBeieHa TpaHCIUIAHTAHT3KTOMMUSL.

[Togpocrox HabmrOmanCss B YpOHE(POJOTMYECKOM LIEHTPE C JAUArHO30M:
XIIH, tepmMuHanbHas ctaaus. PeHONPUBHOE COCTOSIHME MOCIE OuiaTepalbHON
HE(PIKTOMUH, AJTIOTPAHCILIAHTALIMM OT POJICTBEHHOTO JIoHOpa (oT otua B 2009 r).
JuchyHkuus  TpaHCIUIaHTATA. Tpanctmantantoktomuss B 2013 T.
ABTOMaTU3UPOBAHHBIN IIEPUTOHEAIIbHBIN JAAINS. Cumnromarnueckast
aprepuanbHas runepreHsus Il cr. [IunaranvoHHas — KapIMOMMOIIATHS.
Henocrarounocts aopranpHoro kimamana [ cr. HK II. CocrosHme mnocie
IPEXONAILIEro HapyUIeHUs] MO3TOBOrO KpoBooOpaileHusi B OacceliHe cpeaHen
MO3rOBOM apTEpUU CJIEBA, JIETKUI LEHTPAJIBHBIA TeMunape3. AHEMHs JIETKOW
CTEMEHHU, CMEIIAHHOTO TeHe3a. Bropuunblii Tunepnaparupeos. Hedporennas
OCTEOIUCTPODHS.

B teuenue 4,5 net nogpoctok Haxoawics Ha [TATI/I,

B 2019 rogy nepecaxeHa TpymnHasi MMOYKa, MPOU3OILIO OCTPOE OTTOPIKEHUE
TPaHCIUIAHTAaTa, CMEPTH Y€pe3 S THEU MOCIIE MEPECATKH.

Knunuueckoe naoniooenue 7.

Manpauk K., 1999 rp., XIIH cdopmupoBanacr B Bo3pacTte 2 MECAIECB
BCJICICTBUE BPOXKICHHOM IMATOJIOTUU PA3BUTHUSI MOYEBOM CUCTEMBI: ABYXCTOPOHHUN
My3bIPHO-TIOYEYHBIN pPEeQIIIOKC.

HabGmomancss ¢ gumarHozom:  Pedumokc-nedpomarusa.  Bropuunsrit
nuenoHepuT ¢ ucxonoM B Hedpockiepos. XIIH, tepmuHanbHas cranus.
3amectutenbHas nmodeunas tepanusi: [TAII] ¢ urons 2008 roga o mait 2011 ropa.

B 2011 r. B MockBe npoBe/ieHa aJuloTpaHCIUIaHTalusl POJICTBEHHOM mouku. C
COXpaHHOU (PyHKIMEHN TPAaHCIJIAHTAHTA W B TEUEHUE & JIeT.

B 2019 roxy noru6 Bcnenctare TuMQpOMBI CPETOCTEHUSI.
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[TocTosiHHBINA aMOyIaTOPHBIM MEPUTOHEANbHBIN TUaIU3 MPOJJIEBACT JKU3Hb
IalMEeHTaM, POKICHHBIM B cocTossHNM TXIIH, HaunHas ¢ mepBeIX MECALEB JKU3HU.
B yponedponornueckoM LEHTpe HAOIIONAIUCh TPOE JIeTel B BO3pacTe OT 2-X
Heaenb A0 1,5 mecsaueB xu3Hu ¢ TepMuHanbHOM XIIH BeienctBue Tskenoin
BPOX/ICHHON M HACJEICTBEHHOW MAaTOJIOTUU IOYEeK (JIBYCTOPOHHHMI Merayperep,
ayTOCOMHO-PELIECCUBHBIN MOJIUKUCTO3 MOYEK C HKCTPEMaJIbHONW Hedpomeranuen).
OnuH peOEHOK B BO3pacTe 5 MECSUEB C HACJIEICTBEHHOW IATOJOTHEH yMep OT
IIOJINOPTaHHOM HENOCTAaTOYHOCTH. Jlpyrne B Bo3pacte 2—5 JeT HaxoATcs Ha
IIOCTOSTHHOM aMOYJIaTOPHOM IIEPUTOHEATIBHOM Juanuie. B cBoe Bpemsl poauTenu
OTKA3aJMCh OT MpepbIBaHUA OEPEMEHHOCTH IOCIE MPEHATAJbHON JMArHOCTUKH

TSXKEJIOM ITaTOJIOTUH MOYEK.

3akiIoueHue 1o riaBse.

Pa3BuTHE COBpEMEHHBIX TEXHOJOTHUM 3aMECTUTEIIBHOW MOYEYHON Tepanuu
(reMonuanu3a, aMOyJIaTOPHOTO MOCTOSHHOIO  MNEPUTOHEATBHOTO  JAHANIN3A)
nerckomy HacenmeHuto Camapckoil oOmacTh mNpuU  XPOHUUYECKOW TMOUYCYHOU
HEJI0OCTaTOYHOCTHU TO3BOJIUJIO CHU3UTh CMepTHOCTH jaeteit (¢ 16,5% B 2005 . 1o
5,5% B 2015 r. — cumxkenue neranmpHocTd B 3,0 pasa). B mocnenHue roabl C
pa3sBUTHEM TpaHCILIaHTauuu nouyek aetu ¢ TXIIH ve ymuparor.

dopmupoBaHue 00JJACTHOTO PErucTpa AeTel, KyJa BKIOYAIOTCs MAlUeHThI C
XPOHHYECKON OoJie3HbI0 TMoYeK (3—5 craaum) mo3BojseT augdepeHIMpOBaHHO
MOAXOJUTh K MEAUIIMHCKOMY HaOJIIOICHUIO, CBOEBPEMEHHO TUIAHUPOBATh MEPEBO/T
Ha JUAJIM3HYI0 TEPanuio KakK 3TaIy MOATOTOBKY K TPAHCIUIAHTAIlMK TOYEK.

OnHa W3 OCHOBHBIX 3ama4 Hedpojora — HWHANBUAYAJTbHBIM TOAXON K
KOKJIOMY OOJBHOMY, HEOOXOAMMO peadbWIMTHUPOBATh KaXJAOro TMalMeHTa 10
BOCCTAHOBJICHUS €r0 TPYA0CIOCOOHOCTH.

B nabmroneHnu 3a manpeHTaMHu ¢ IIEPeCaKCHHOM MTOYKOH OO0JIBIIIOE 3HAYCHUE
MMEET TapTHEPCKOE B3aUMOJCHCTBUE C CEMbEH, MPUBEPKEHHOCTh TEpanuu

pOAUTENEN U MALMEHTOB.
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I'maBa VI. MHorogakropHbie MO/ PeajJbHOI0 TEYCHUsA XPOHUYECKOU
00J1€3HH MOYEK C MCXO0A0M B TEPMHHAJBbHYIO I0YEYHYI0 HEJOCTATOYHOCTb.

NuauBuayajabHbIA MOAX0A K BeleHUI0 nauueHToB ¢ XbII

6.1 OcHoBHbIe pakTOpbI pUcKa GopmupoBanust TXITH

Ha nporsokeHun mocnegHux JIET HaMU HE OTMEYEHO HHM OJHOIO INepexona
XBII B TepMHHAIBHYIO CTAMI0 y MAIMEHTOB HAIET0 YpPOHE(PPOIOrHYECKOro
LIEHTpA.

B negmarpum rpynmel pucka no passuthiro XbII ¢ ucxomoM B modedHyro
HEJOCTAaTOYHOCTh OTIMYAIOTCSA OT B3pPOCIBIX MauueHTOB. Cpenr HUX K MOIIHBIM
(dakTopaM puCKa OTHOCSATCA BPOXKJIEHHBIE MOPOKM Pa3BUTHS OPraHOB MOYEBOM
CUCTEMBI, OCOOCHHO OOCTPYKTHMBHbIE ypomnaThH. VIMEHHO BpPOXKIECHHBIE MOPOKH
pa3Butus modek u ModeBbIBOmAIMMX Mmyred, CAKUT-cunapom (ruaponedpos,
ypeTporuapoHedpos3, My3bIpHO-MOUYETOUHUKOBBIM PE(IIIOKC) SIBISIOTCS BEAYIEH
npuunHoil TepmuHanbHO XIIH. Tloatomy netm ¢ CAKUT-cunapomom — 3710
BBICOKAsl TPyIINa PUCKA MO Pa3BUTHUI0 XPOHUYECKOM MOYEYHOW HENOCTATOYHOCTH.
[To nammm ganHbiM HeOnaronpustHoe TedeHue XbII ¢ mocnenyromum ObICTPBIM
MPOrpPeCCUPOBAaHNEM OTMEUEHO y nanueHToB, nepeneciue I'YC, OIIII ¢ ucxogom
B XPOHHMYECKUH TyOYJIOMHTEPCTUIMANbHBIA HEPpUT. B 3TOM MBI yOenumuch, He
TOJIBKO M3y4dasl NMpuuuHbl TepmMuHaibHOW XIIH, HO M mpoBens karamHes nereu,
nepeHecinx ['YC, OIINI. Ha Hameld TeppuTopuM  LEJICHANPABICHHO
MOHUTOPUPYIOTCS JaHHbIE MalueHThl. C LEIbl0 CHHXKEHUS pUcKa (GOpMUPOBAHUS
tepmuHanbHOM XIIH panee ObUTM TPHUHATHI OpPTraHU3ANMOHHBIE PEIICHUS
(co3naHue OTHeeHUsI IKCTpaKOpHopalbHBIX MeToAoB JiedeHus Ha 6aze COKBD, B
2009 romy TpaHc(OpMHUpPOBAHHOE B JETCKUM OOJACTHOM IUANM3HBIM IEHTP);
nmpoBeneHa Oosbliasgs WHGOPMAIMOHHAS padoTa C BpadaMH TEPBUYHOTO 3BEHA,
BHEJIPEH aJTOPUTM JEWCTBUS Bpada npH mono3peHur Ha 1'YC M KauyeCTBEHHOE
ylpaBjieHHe peadwiInMTanuell AeTed MyTeM co3JaHusi OOJAacTHOTO perucrpa

O0onbHBIX (HauuHas ¢ nepuoga 2005 ronaa).
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Kpome storo, co3man pernonanbubiii peructp OonpHbIXx ¢ XIIH ¢ memnsio
dbopMupoBaHus TMOTpeOHOCTH JeTckoro Hacenenust Camapckoil oOmactu B
BBICOKOTEXHONOrMYHbIX MeTogax 3IIT; paspaboranbsl mnepcoHUPUIIUPOBAHHBIC
WHIMBHUIyaJIbHbIE KapThl (KapTa IuHaMudeckoro HaOmonenus: 6onpHoro ¢ XIIH ¢
TabIuile TPOBOAMMON Tepanuu); (OPMaTU30BaHbl BBIMUCKU [JIST  JETCKHUX
MOJIMKJIMHUK C PEKOMEHAAIMAMU JJIs MOCIEAYIOEro HaOMoAeHUS 32 PEOCHKOM.

B peructp pereit ¢ XITH mo cocrossHuto Ha koHenr 2018 roma BHeCEHbI
ceeaeHuss o 43 gerax (M3 HUX 9 ¢ QYHKIUMOHUPYIOUIUM TOYEUHBIM
TpaHCIUIaHTaToM, 9 malMeHTOB mepenuid Bo B3pociayio ceTth). C  1XIIH
HaOmonatorcsa 9 gereit (XBII 5 cT.), Bce OHM HaxomsATCS Ha 3aMECTHUTEIbHOU
noueyHor Tepanuu (OonbmmHCTBO Tonydaror I[TAITJ]); 25 mnaumeHtoB — ¢

nonuanu3HbiMu ctaausimu (XBII 3-4 ¢T.) mony4aroT KOHCEpBATUBHOE JICUEHUE.

B Hamem wucciieqoBaHMM MBI BBISIBUWIM W TPOAHATU3UPOBAIM OCHOBHBIC
dakropsl pucka popmupoBanusi TXIIH y nereii:
— (QopmupoBanre Hedpomaru Ha (GOHE BPOXKICHHBIX TOPOKOB pa3BUTHS,
TO4eYHOTO aucAHMOprorenesa (= 48,5, p=0,00);
— (opmupoBanne HedpomatHu Ha (GoHe HaciencTBeHHoro Hedpura (x> = 30,6,
p=0,00)";
— (opmupoBaHue TyOyJOMHTEPCTUIIMAIBHOTO HedpuTa Beaeactsue ucxoga ['YC
(x* = 36,8, p=0,00);
— COXpaHEeHHe apTepuanbHoil runeprersuu (y” = 24,4, p=0,00);
— nporpeccupyiomee cHmkerne CK® (x° = 33,9, p=0,00);
— paHHuii Bo3pact aeGrora 3adonesannus (x° = 19,1, p=0,00).

" - ANOVA Kruskal-Wallis, noctoBepHocTh npu p<0,05.

VY Bcex M3y4eHHBIX MAIMEHTOB OCHOBHOM mpuunHOM (popmupoBanus TXITH
SBWJINCHh TYOyJOMHTEPCTUIIMANIbHBIE TopaxeHuss mouek (Ha Qoue [IMP,
BPOXKJIEHHBIX OOCTPYKTHBHBIX YpONAaTHii, HACJIEICTBEHHbIX MOPAXKEHUN opraHa —

TUIO- W JUCIUIA3WM TIOYEK, MOJHUKKACTO3a u Ap., a Takke XTHUH mnocne
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nepenecennoro ['YC). TyOymoumHTepcTHIMANbHbIE TMOpakeHUuss HedpoHa C
YPOAMHAMUYECKUMHU WM TEeMOAMHAMUYECKUMHM HApYIICHUSIMU, a TaKke
BO3JICHCTBUEM  WH(MEKIMOHHOTO  areHra MpuBOIAT K  (PuOpO3UpOBaHUIO
UHTEPCTUIUS TIOYEK, aTpouu KaHalblieB. BoBieueHue miomMepya B Ipolecc
MIPOUCXOJIUT BTOPUYHO.

Hamm  gaHHBIE COMIacCyrOTCA C  HCCIECOOBAHUSIMU  OTE€YECTBEHHBIX
Hedpomoros. Tak, A.A. BsuikoBa ¢ coaBt. HaOmogamm 92 nereit ¢ XBII, B Tom
yucie 52 nanueHtoB ¢ XIIH B OpenOyprckoit o6mactu. ABTOpBI YKa3bIBalOT Ha
TyOyJTOMHTEPCTUIINAIIbHBIE 3a00JICBaHUSI KAaK OCHOBHYIO MPUYHHY (POPMHUPOBAHUS
naronoruu B 91,1% nabmogenwmii [12].

HesaBucumo oT mnpeoOnaganus TYyOyISpHBIX WM TJIOMEPYJISIPHBIX
MEXaHU3MOB TMPOTPECCUPOBAHUS MMOYCUHON MMATOJIOTMU HUTOTOM IMATOJOTMYECKOTO
npouecca mnpu TXIIH saBmsercs uHedpockiepo3. MmeHHO 0T ckopocTH
CKJICPO3UPOBAaHMS MApPEHXUMBbI MOYEK 3aBUCAT Temmbl mporpeccupoBanHus XIIH
[75, 63]. IIpu yTpare PyHKIIMOHUPYIOITUX HEPPOHOB B JCHCTBYIOIIUX MPOUCXOISIT
KOMITCHCAaTOPHbIE M3MEHEHHS] TeMOAMHAMUKHA C BO3HUKHOBEHHUEM Truriepnepdy3uu
KamWUIIpOB  KIyOoukoB. HMHTakTHble HEQPOHBI TMOCTENEHHO TEPSAIOT CBOU
(GYHKIIMY, BOSHUKAET MEPCUCTUPYIOIAs MPOTEUHYpHUs. B pesynbrare runepreH3uu
KJIyOOYKOB TIOYEK, CTOMKOW THUHEpPMIBTpAIlUU TPOUCXOIUT Trurneprpodus u

CKJICPO3 MOCJICIHUX.

6.2 Muorogakropusie moaeau ¢gopmupoBanus XITH

Msbr onenmm peanbHoe TeueHue XbII ¢ ucxomom B XIIH ¢ yuyerom
CKOPOCTH  MPOTPECCUPOBAHMSI  MPOLECCa MNPU  BPOXKIACHHBIX  AHOMAJIUAX
MOUEBBIBOSIINX  TyTEeH,  HACIEACTBEHHBIX  3a00JICBaHHSIX H  TyOyJso-

HHTCPCTUIHUAJIBHOM IIOPAXKCHHUHN II0YCK, BO3HHUKIICM BCJICACTBUC IICPCHCCCHHOIO

T'YC (puc. 25).
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B Bpoxna. anomanuu ' Hacaen. matonorust M XTHUH nociae I'YC

Puc.25 Maremarnueckue moaenu teduenust XbII ¢ ucxogom B XIIH y ngereit

C Pa3JIMYHON HO30JIOTHEHN

B utore ObU10 OmpeneneHo, yTo mpu BPOXKACHHBIX aHOMAIMSIX HIET Oojee
MemsieHHoe nporpeccupoBanue a0 TXIIH. Yepe3 7 ner mnpoCneKTUBHOIO
HaOMOeHUST (PYHKIIMH TOYeK ObliM Oojiee COXpaHHBIMU y JAHHBIX OOJIBHBIX, TO
cpaBHenuto ¢ nanuentamu ¢ XTUH nocne nepenecennoro ['YC.

Mpsr paccuntanu kodpduimentsl BausHusA (P;) OCHOBHBIX mMOKazarenen
(GYHKITMOHATBHOTO COCTOSIHUSI TTOYEK: KaHAJIBIEBON peadcopOIu, MaKCUMaIbHOM
OTHOCHUTENIbHON ITJIOTHOCTH MOYHM, TUTPYEMOM KHCIIOTHOCTH, 0.1-MUKpOIIOOyIrnHa
Mouu, CK® 1 kpeaTuHHHA CHIBOPOTKH KPOBH Y M3YUYEHHBIX MAI[UCHTOB.

Pesynbrarel npencrasieHsl B Tadauie 23.

PesynbraTsl OLICHKH  Ko3(h(PUIIMEeHTOB BIIUSIHUSA, OTpaXKaroIUX
(YHKIMOHAIBHOE COCTOSIHME IIOYEK, II0Ka3bIBAIOT, YTO 4Yepe3 Tojx IMocie
NEPEHECEHHOT0 3a00JIEBaHUSI HE3aBUCHMO OT €r0 3THOJIOTHH, 00Jee BbIPAKEHBI
KaHaJIbIIeBble HapylIeHUs] (CHIKEHHE KaHaJbIeBOM peabcopOIu, MOBBIIICHUE
TUTPYEMON KHCIOTHOCTH, 0-MHUKPOIIOOynuHYypusi). YUTO CBUIETENBCTBYET O
npeo0aianuu TYOYJIOMHTEPCTUIINATBHBIX U3MEHEHU B paHHeM

BOCCTAaHOBUTCIIbBHOM IICPHUOIC.
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Tabnuia 23

Ko puuuenTsl BIUSHUASA OKa3aTedell PyHKIHOHAJIBHOIO COCTOSIHUS

no4yek npu popmuposanuu XITH

[Tpuznaku I'pynnsi o0ciaenoBannbix aerei ¢ XITH H,p
Bpoxnennsie | Hacnencrsen- XTHUH
aHOMAJINH1 Has nocie I'YC
(n=21) MaTOJIOT U (n=8)
(n=15)
Yepes 1 ron
KananbreBas 18,7 10,5 32,2 H=12,5
peabcopoms, % p=0,00*
Pmaxs> Y-€. 5,5 5,1 8,3 H=6,3
p=0,04*
Tutpyemas 344 36,8 27,4 H=4,7
KHCJIOTHOCTb, MI'/CYyT p=0,06
al-MT", Mr/m 45,5 40,9 53,3 H=9.8
p=0,01*
CK®, m/mun/1,73m 8,8 11,4 14,6 H=3,6
p=0,08
Kpearnnnn 22,2 10,4 28,3 H=19,5
CBIBOPOTKH, MKMOJIB/JT p=0,00*
Yepes 3 rona
KanansieBas 5,6 7,7 16,4 H=7.5
peabcopomms, % p=0,03*
Pmaxs Y-€. 2,1 1,5 5.5 H=3,2
p=0,09
Tutpyemas 14,4 9,3 19,0 H=14,3
KHCIIOTHOCTb, MI'/CYyT p=0,00*
ol-MT, mr/mn 30,6 16,7 48,6 H=52,5
p=0,00*
CK®, mi/mun/1,73m 5,2 4,5 20,2 H=26,8
p=0,00*
Kpearunun 8,4 4.1 12,5 H=7,7
CBIBOPOTKH, MKMOJIB/JT p=0,03*
Yepes 5 ger
KanansneBas 15,7 10,8 26,3 H=13,0
peabcopoims, % p=0,00*
Pmaxs Y-€. 11,6 11,1 9.4 H=1,5
p=0,19
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ITponomkenue Tadbuuipl 23

Tutpyemas 32,1 24,6 45,5 H=14,6

KHCJIOTHOCTb, MI/CYT p=0,00*
ol-MI, mr/mn 36,4 24,2 47,3 H=20,8

p=0,00*

CK®, mi/mun/1,73m" 15,5 23,0 422 H=33,9

p=0,00*

Kpearnnnn 12,8 242 20,4 H=12,3

CBIBOPOTKH, MKMOJIB/JI p=0,00*

Yepes 7 aer

KanansneBas 25,9 29,9 55,6 H=27,8

peabcoporus, % p=0,00*
Pmax»> Y-€. 26,3 18,7 234 H=4,8
p=0,06

Turpyemas 34,5 30,8 52,0 H=30,6

KHCJIOTHOCTb, MI'/CYyT p=0,00*
ol-MTI, mr/mn 35,1 40,7 80,5 H=78,8

p=0,00*

CK®, m/mun/1,73m 42.4 54,3 58.8 H=24.4

p=0,00*

Kpearnnauu 11,3 18,8 254 H=19,1

CBIBOPOTKH, MKMOJIB/JT p=0,00*

ANOVA Kruskal-Wallis, df 2, * noctoBeprocts npu p<0,05
Y- MUKpornoOynuH (o-MI') - 6emok MOuM ¢ HU3KOH MOJIEKYISIPHOW Maccoil m3yueH Juis
OLIEHKH (DYHKIIMU POKCUMAJIbHBIX KaHAJIbIIEB

[TonoOHy0 AMHAMHUKY MOXKHO OTMETHTh M uepe3 3 roaa mocie nedroTa
3a0oneBanus. OMHAKO CIYCTS S5 JE€T 3HAYMMO TMOBBIMAIOTCA KOA(DOUIIMESHTHI
BiussHUS CK® 1 ypoBHS KpeaTHHHHA B CBIBOPOTKE KpOBU. Uepe3 7-neTHuM nepuosn
3HaUMMO HapylmalwTcs Bce (yHKIUMOHAIBHBIE II0KA3aTeNd, KOTOPHIE HMEIOT
BBICOKYIO CTaTUCTUYECKYIO T10CTOBEpHOCTH (p<<0,001).

[Ipu »sTtoM KOODPUITMEHTHI BIUSHUS TakKKe TOKA3bIBAIOT, KaK W
MaTeMaTH4eCKUE MOJIENIU, YTO (PYHKLMHU MMOYEK 3HAUUMO CHIKAIOTCS CO BpEMEHEM

B Oonbiielt crenenu y aereit ¢ XTUH nocne I'VC.
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6.3 UnauBuayaabHbId MOAX0] K BeleHUuI0 nanueHToB ¢ XBII

[TonyueHHbIE pe3ynbTAaThl UCCIEIOBAHUS CBUIETEIBCTBYIOT O TOM, YTO IpHU
HaOmonennu mnamueHToB ¢ XBII HeoOXomumo y4yuThIBaTH MHOTHE (DAKTOPHI:
BBICOKMH pHUCK TIporpeccupoBaHus 3a0osieBanus W GopmupoBanus XIIH;
MOJINCUCTEMHOCTh MTOPAKEHUS; TIATEIbHBIA MOHUTOPUHT COCTOSIHUS MAIIUEHTOB,
J1abopaTtopHO-(QyHKIIMOHATbHBIE TTOKA3aTENN; MPUBICYCHIE MHOTHX CIICLIUATIICTOB
JUTs1 HAOJTIOIEHUSI TaHHBIX OOJIbHBIX.

1. Ouenka pucka gopmupoBanusi XBII ipu OIIIl MoxkeT oCyIecTBAATHCS C
y4e€TOM HauOojee 3HAYUMBIX (DAKTOPOB pPHUCKA C BBICOKUM JUArHOCTHYECKUM
ko3 pULMEeHTOM:  CcOYeTaHWEe C  BPOXKJIECHHOM  NAToJIOTHEH  OpraHoB
MOYEBBIBOJISILIECA CUCTEMBI; JJIMTENbHAS aHypus B OCTPOM IME€PUOJE; HAIUYKE
HEBPOJIOTUYECKOW CHMNOTOMATHUKHU, AapTEPUAIbHOM THUIEPTEH3UH; HAPYIICHUs
KaHaJIbIEBBIX byHKIUH MOYEK B BOCCTaHOBHUTEIIEHOM [IEPUOLIE;
MUKporioOynmunypus. [Ipu onpenenenny pucka pa3BUTHs XPOHUYECKOTO MpoIiecca
MOKHO MCIOJIb30BaTh METOJI OCJIEI0BATEIBHOIO aHanu3a A. Bapna.

2. Onpenenenrie NPEeMMYIIECTBEHHOTO YPOBHS MOpaKeHUs HePpoHa (maTeHT
P® na uzobperenne «Crocod MUAarHOCTUKU TOPAKEHUS OTnena HedpoHa IMpHU
3a00JICBaHUAX TOYEK Yy JE€TeH») MO3BOJUT OMPENCIUTh TAaKTUKY Hedpoora mnpu
JanabHeneM HabIoneHnH peOeHKa.

3. Coznanue perucTpoB JneTed BBICOKOTO pucka ¢dopmupoBanusi XbII,
nporpeccupoBanns B XIIH Mo3BOJMT OLIEHUTH peajbHOE KIMHUYECKOE TEYEHUE
0011€3HU, MOBBICUTH 3PHEKTUBHOCTh AMATHOCTUKH U JIeUeHHs. Peructp mo3Boiut
BBISIBUTh PEATbHYI0 PaCIpOCTPAHCHHOCTh W 3a00JIeBA€MOCTh Ha TEPPUTOPUHU
Camapckoii o0nacTu.

4. OpranuzaildoHHO BaxxHO BejaeHue mamueHToB ¢ XbII, XIIH B
ypOHE(PPOIOTHUECKOM IIEHTPE C COCTAaBIIEHHEM WHIMBUIYaJbHOTO Trpaduka

HaOMroneHUs U 00CIIeIOBaHUS IJI KaXKI0TO peOeHKa.
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MeponpusiTusi, NPOBOAUMBIE MOCJIE 1e010Ta 3200/ 1eBAHMS.

[Ipodunaktuka GopmupoBanus XIIH nomxHa HaunHATHCS CBOEBPEMEHHO
npu HabmoneHun pebOeHka Tmocie naelroTa MmodyeyHoro 3aboseBaHus. Tak,
BOCCTaHOBUTENbHBIA Niepuoj nocie nepenecennoro ['YC, OIIIl ne umeer 4eTko
OQOpMJICHHBIX BpEMEHHBIX rpanuil. [lpu OIaronpusiTHOM TEYEHUU OH
npoaoikaercs 10 5 net. [lpu coxpaneHnn Mo4eBOro cuHapoma, cHukeHnn CKO,
AMU30/10B apTEPUAIILHON THIIEPTEH3UH PEOCHKA C TUCIIAHCEPU3AIIUU HE CHUMALOT.

Hamu pekoMeH0BaH paHHUN JIUTENbHBIN mpremM HHTHOUTOpoB AIID Ha
¢dbone neyedbHoro nutanus, HaunHasi ¢ XbBII 1 craguu (CKD®>90 mu/mun/ 1,73M2).
Mpb1 ucnonb30Bainy SHaNANpui B cyorunoreH3uBHor no3ze (0,3-0,5 mr/kr/cyt) nms
HOpPMaJIM3allMK MOKa3aTesiel mapaMeTpoB MOYEYHOro KpoBOoToKa. C Hallleld TOYKH
3peHus HeoOxoauMo BkirodaTth MHruOuTopel AIID B cxemy tepanuu XBII ans
YAYUIIEHUS TOJITOCPOUHON (DYHKIIMU U BDKUBaeMOCTH nouek. Murudutoper AIID
nerctBylor Ha (Qaktopel mporpeccuu  XbBII, OGIOKHpPYIOT MOTEHIMATBHO
HeraTuBHbIC 2P eKThl aHTHOTeH3UHA [I, MpenaTCTBYIOT pa3BUTHIO HEPPOCKIEPO3a
[33].

YuuTeiBasg NMOJIMCUCTEMHOCTh nopaxeHud npu XbIl, B nucnancepuszanuu
OOJBHBIX TOMHUMO Hedpojora ¥ ypojora JOJDKHBI Y4acTBOBaTh MHOTHE
CIIELIMAJIMCTBL: TACTPOIHTEPOIIOT, HEBPOJIOT, KAPIAUOJIOT, T€MATOJIOT, UMMYHOJIOT, a
NpyU HAJUYUU TIOKAa3aHUW W TICUXOJIOT, TicuxorepaneBT. Haubonee uacto
HAOJIOJAIOTCS.  CUMIITOMBI  TIOPAKEHUST OpPraHOB MUIIEBAPEHUS, HEPBHOM,
CEepPACYHO-COCYOUCTOM cucTeMbl. C ydeTOM JaHHBIX OCIOKHEHHM, MPU HATUYUU
HapylIeHUH CO CTOPOHBI HMMMYHHOW CHCTEMbl HEOOXOJUMO TPOBOIUTH
VH/IMBUIYaJbHYK0 KOPPEKLUHUI) MEAUKAMEHTO3HBIX W  HEMEIMKaMEHTO3HBIX
METOJIOB peabuIuTallnu, JIe4eOHOTO MUTAHHUS.

ANTOpUTM BENIEHUS TMAlMEHTa, Ha4MHAs C OCTPOro IMepuoja OOJe3HH,

MpPEACTABIIEH Ha puUC. 26.
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1

[ Bricokuii puck ]

1l

[ Bpo:xkaennas u HacaeacTBeHHas narosaoruss OMC, OIIL I'YC

iyt

Ouenka pucka (popMUPOBAHUA XPOHU3ALMHU 32001eBAHNS

[ OneHka ypoBHSI MOPaKeHUsI He(])pOHa]

JL

JL

IIpeumyiecTrBeHHO
IJIOMepYJasipHbIT
THII IOPAXKEHU S

IIpenmyecTBeHHO
TYOyJIAPHBIN THII
NOPaKeHUusl

Bbicokuii puck 0bICTPOro
nporpeccupoBanua B XITH

~

/ - Jluera (BegeHue \

NHUIIEBOr0 JHEBHUKA,
KOHCYJIbTaIus
AHETOJI0ra), KOPpPeKUust
o0pa3a KM3HHU.

- Orpanuyenue
He(PPOTOKCUYHBIX
npenaparos.

- AKTHBHOE y4yacTue

\ G0JILHOTO. /

Puc. 26 Anroput™m BeneHnus Hedposorudeckoro namnueHTa, npodunakruka XbI1, XITH

/ - Hel‘lpepblBHOCTb\

Tepanuu,
NMPeeMCTBEHHOCTh
JieueHust
(MOTMKJINHUKA-
cTalUoHAap-
AMAJTU3HBIA HEHTP).
- HIkona
He(PPOoJIOrHYecKoro

k 00JILHOTO. /

| m—

f - Pannee Ha4yaJ10 \

NpPOoPUIAKTHKHA U
Jgevyenuss XBII (1ct.).
- He(pponnporekTuBHAS
crparerus
(uaruouTopsl AII® n
BPA) - XBII 1 cT.

- IIpumenenue
KETOCTEpUJIa NPH
MaJ100eJIKOBOI1 1uere.
- IIpodpunaxkruka u
JieyeHue
CONYTCTBYIOLINX

K COCTOSTHMI* /

Husknii puck

/ - MonuTopupoBaHue \

KIIMHUKO-1a00paTOPHBIX
IIOKa3aresie.

- OcMotp Hedponorom 1
pa3 B 6 mec.

- CBOEBpEMEHHas
TOCTIMTAIN3AIUS B
oTJeleHne HePOIOTHH.
- CHsTHE ¢ yyeTa npu
MOJIHOM KIIMHUKO-
JabopaToOpHON peMuccun

K yepes S JeT /

PanHee Hayaa0 quaau3a Y
JaeTeit rpyui BbICOKOI'0O
DHUCKA

* KOppeKIHsl aHeMUH; KaJblui-pochopHoro oomena u
THIIEpIIapaTHPEOHIN3MA; YPOBHEW X0JIECTepUHA U
THIIEPIITIUKEMHUH; KOPPEKIIMS OKCHAAHTHOTO CTpecca



Hetn, nepenecmne I'YC, OIIII npu miaHoBOM XOpOIIO OTPEryIMPOBAHHOM
MOHHMTOPUHTE  MPEACTABISAIOT  peanbHylo  rpynmy  ansd  3¢hdeKTUBHON
IPOJOJDKUTENBHON NpOoQMIaKTUKK nporpeccupoBanus XbII, jiedeHus MHOTrMx

COIYTCTBYIOLINX 3a00JI€BaHUM.

MeponpusiTust B BOCCTAHOBUTEJIBHOM Iepuo/e 3a00/1eBaHu.

OdeHb BaXHBIM aCIIEKTOM SIBJISIETCS PAaHHEE BBISBICHUE XPOHUYECKOM
0oneznn mouek. C 3TOM 1EIbI0, BO3MOXKHO, OIIEHUBATh PUCK (OPMUPOBAHUS
XPOHUYECKOTO Mpouecca y HePpoJOrnyecKkoro OONBHOTO, ONPEAENSITh YPOBEHb
IIPEUMYLIECTBEHHOT'O TIOPAKEHMUS.

Hamu mnokazano, 4yro mnpu mnpeoOnajaHuM TyOyJOMHTEPCTULIMAIBHBIX
WU3MEHEHHI y JIeTell COXpAHSIETCsl BBICOKUN PUCK OBICTPOTO NMPOrpPECCUPOBAHUS B
XITH, nmosromy HeoOXonuMO paHHee Hadano npoduiakTuku u yedeHuss XbII
(Hauunas c 1 ct.).

OgHuM W3 HECJIOXKHBIX, HEWHBA3WBHBIX JIHATHOCTHYECKHX TECTOB,
IIO3BOJIAIOIIMX OLEHUTH YPOBEHb IOPAXKEHHUS U CTENEHb IPOIPECCUPOBAHUS
Hedpomnaruu, SBISIETCS ONpeeCHUE YPOBHS 0-MUKPOIIOOyIMHA Moud. Y neren
¢ XBII nHeobxonuMo OlleHMBATh JTAHHBI MapKep, HauWHas C BOCCTAaHOBUTEIHLHOM
CTaJNM OCTPOTO nepruoaa 0oJIe3HHU.

Oco0yro 3HaUMMOCTh B JJAHHOM cllydyae MpuoOpeTaeT HeQpONpOTEKTUBHAS
crparerust BeneHuss OoipbHOro ¢ XbBII. Ona mompasymeBaeT HCIIOIb30BaHUE
penaparoB ¢ JTOKa3aHHOW 3(P(PEKTUBHOCTHIO, CIIOCOOHBIX JOCTOBEPHO CHUXKATh
CKOpPOCTb CHIDKEHUs GyHKUMM Tmoyek. HedpompoTekius n0oKHA BKIHOYATh
WHTHOUTOPH aHTHOTeH3WHMpeBpamatomero depmenta (AIID) umm Oroxatops
aHTMOTEH3UBHBIX peuentopoB mnepBoro tuma (bPA) — He wmenee 12
MecsleB. /JJaHHbIe IIpernaparel MMEKT — ONPEACIICHHBIE  IIPEMMYLIECTBA, B
YaCTHOCTH, CIIOCOOHBI YMEHbBIIATh MPOTEUHYPHIO (IbOYMUHYPHIO). NHrHOUTOPHI
AII® u BPA xopomo co4eTaroTcsi ¢ MOYETOHHBIMU CPEACTBAMU M aHTarOHUCTAMHU

Kanbius [82].
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MHuorumu aBTOpaMU J0Ka3aHa BBICOKAsI 3h(HEKTUBHOCTH
HedpornporekTuBHOMN Tepanuu HAII® Ha pannux cragusx XbII [25].

AKTHBallMisl  pPEHUH-aHTMOTEH3WH-aJIbJJOCTEPOHOBOM  CHUCTEMBI  UIPAET
OCHOBHYIO pOJib B Pa3BUTHH M MPOIPECCUPOBAHUU PEHAIBHOW runepreHsuu [75].
[ToaTOMy elie OJHOM Ba)KHOM II€JIbI0 HE(PPOIPOTEKIUHU SIBISIETCS CHIbKeHHe Al
HIKe 95 MepueHTWIs COMIacCHO BO3pAcTy NMAlUMEHTa. Y JETEH HEPENKO LEJIEBbIC
ypoBHu AJl nocrturatorcsi mytem ucnoib3oBaHus UAIID ¢ anTaronucramu
KaJIBLIUS.

OcCHOBHBIMM TIpUHIIMIIAMHU BeneHus nauueHToB ¢ XbIl Ha panHux cragusax
JOJDKHBI CTaTh CJIEAYIOLIME: paHHEE Hayajo MpOQUIAKTUKH MPOTPECCUPOBAHUS U

neuenust XbII.

Meponpusitus npu nporpeccupopanuu 3adonesanusi B XITH.

[Ipu ¢opmupoBanun XBII 3-4 cr. u mepexome B XBII 5 cr. BaxHO
CBOEBPEMEHHOE HAYAJIO JUAJIM3HOW TEPAITHH.

[Tokazanus Wi Hayay1a IMaIu3HOM TEpaIiu:

1. Tskenplil OTEYHBIN CUHAPOM, PESUCTEHTHBIN K KOHCEPBATUBHOM TEPAINH;

2. CK® < 15mu/mun/1,73m%;

3. YpoBeHb MOUYEBHUHBI > 30 MMOJIB/J;

4. CHUXKEHUE TOJIEPAHTHOCTU K OOBIYHOW JTHEBHOW aKTUBHOCTH, 3aJEPKKa
pocTa, OTePSI anmneTUTa.

Juanu3 y pebeHka HeoOXoauMo HauyuHaTh a0 Toro, kak CK® cuusutcs no
ypoBHs 6 Min/mun/1,73m°.

VY manueHToB Tpynmn BBICOKOTO PUCKA (C paHHUM JeOr0TOM OOJIe3HU; TPH
dbopmupoBanun Hedpomnarun Ha ¢done BIIP, HacmencTBEeHHBIX MOpaXKeHUN WU
ucxona I'VC; npu mporpeccupytomem cHmwkennn CK®) npenmnoututenasHo Oosee
paHHEe Hayajo IUAJIA3a.

CoOntoneHre AUETHI C PETYASIPHBIM KOHTPOJIEM HYTPUTHUBHOIO CTaryca,
BEJICHUEM IMHILEBOTO0 JHEBHUKA, MPU HEOOXOAUMOCTH KOHCYJIbTAIUS JTUETOJIOra.

BaxxHo orpanuuenue mnotpebnenus coinu (He Oonee 5 r/cyt). Kpome »sTtoro,
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orpaHuveHre Oenka B 3aBUCHMOCTH OT cHkeHuss CK®: mpu ymepeHHOM
camwkenuu — 0,6-0,7 r/kr/cyt; npu BeipaxkeHHOM cHuxkenuu (XbI1 4 u 5 ct.) — 0,3
r/kr/cyt. Hepenko mpu nporpeccupoBaHuM 3a00JI€BaHUS y MAlMEHTOB BO3HUKAET
HApPYUICHHUE alMEeTUTA, OTBPAIICHUE K MACHOM MUINE, 3TO MOXKET NPUBECTU K
Pa3BUTHIO CHHIpOMa OETKOBOIHEPIeTUUECKOM HEIO0CTaTOYHOCTH (HapylleHue
CUHTE3a KU3HEHHO BAXXHBIX MPOTEHMHOB, KaTa0OJIM3M MBIIIEYHOTO Oelika,
YBEIMYEHHE COACPHKAHUS A30TUCTBIX IIIAKOB).

Mp1 oOpatuiivi BHUMaHKHE Ha MO3UTUBHOE BIUSHUE JO0OABIEHUS KETOCTEpHUIIa
B MajnobenkoByto auety aeteit ¢ XIIH nHa macco-pocroBbie noka3arenu. [Ipenapar
KETOCTEPUJI BKIIOYAET KETOAHAJIOTH HE3aMEHUMBIX AMUHOKHUCIIOT. OH O4EHb Ba)KEH
Uit oOecrieueHUs TIONIOKUTENTBLHOr0  OanaHca Oenka TIpU  NPUMEHEHUU
MaJioOEJIKOBOM JMETHhl C Ieibl0 3aMmemiieHus mnporpeccupoBanue XIIH [39].
Keroctepun nHazHavaics B 103upoBKe 1 Tab/5SKr/CyT.

Hpyrue IIPOSIBJICHUS OETKOBOYHEPIeTHUECKON HEZO0CTAaTOYHOCTHU
HaOmonanuch y nanueHtoB ¢ XIIH B Buae CHUXKEHHUSI TKAHEBOW 3JIaCTUYHOCTH,
TOHKHUX JIOMKUX BOJIOC, MBIIIIEYHON CIa00CTH.

Cnenyer ydecTp, YTO IpPU MNPOBEAEHWH NPOTPAMMHOIO TeMOAWAIN3a M
NepUTOHEANbHOTO nuanu3a aueta pedenka ¢ XITH cranoButcs Gosee cBOOOTHOM.
Ecnu peGenok momyyan [TAITJ] B joManmHux yciaoBUsX, B CEMbE KOHTPOJIUPOBAJICS
ero Bec — npubaBka Macchl Tela B MEXAHAIU3HBIA nepuon. llpu nedeHun
MEePUTOHEATLHBIM JTUATM30M BeC peOeHKa JIOJDKEH OCTaBaThCS CTAOWIIBHBIM.
OrpaHn4uBaIuCh )KUAKOCTh, COJIM HATPUs, Kanus. benok HazHadayics 1o BO3pacrTy,
oOecrnieurBaiach BBICOKasl KaJOpPUMHOCTh muIM. Ha 3ToM »JTame JedeHus
paspemanochk Msco, peida, ntuma, simna. OmxHoi u3 ocodbeHHocteit 6oapHbIX XITH
— Twioxod ammeTuT. IloaToMy pexoMeHaoBajics Oojiee YETKUN MpHEeM MHIIIH,
MaJIbIMH TTOPIUSMU, YIIOTPEOICHNE KaTOPUHHBIX MPOTYKTOB.

[Tockonbky nuera Ha 3Tane noctosHHoro [TAIIJ] pacuupsinace, KeTocTepu
B CXEMy JIedeHHUs] 3THX OOJBHBIX HE BKJo4ajicsi. OH OCTaBl€H TOJBKO Ha

KOHCEpBAaTUBHOM dTare 60mpHBIX ¢ 3—4 cragusmu XbII.
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Jpyrue HasHaueHus Ha drtanax pasButus XbIl — xampnuToHMH-cipen —
AHTAroOHUCT MapaTUPEOUTHOTO TOPMOHA, KOTOPBIII COBMECTHO C HUM y4YacTBYET B
oOMeHe kanblius B opranusMe. [Ipemapar ucnonb3oBanu mo 2000 ME 2 paza B
HEZEJI0, UHTPAaHA3JIbHO WM 25 MKT 1o 2 TabneTku 1 pa3 B I€Hb.

Kpaiine Baxxna miist manueHToB ¢ XbII koppekiys aHeMHuu 10 HOpMaJIbHbBIX
BO3pACTHBIX 3HauYeHUH. MHOTHE OTEUeCTBEHHBIE U 3apyOCKHBIE aBTOPHI MUIIYT O
MOJUATUOJIOTUYHOCTH HE(PPOTCHHON aHEMHUH U CIOXKHOCTU ee Teparmuu [68, 103,
133]. Hedporennast anemust no kputepusim NICE — 3T0 cHMkeHuEe reMornoouHa
(Hb) menee 110 r/n y B3pocnbix u aereit crapiie 2 jget u Mmenee 100 r/n y nerei
miaazamie 2 et npu Hanuuuu aokazaHHo XbBIT (CK® menee 60 mn/mun/1,73 m2)
[20]. C uenplo KOPPEKIUMHU aHEMHH HCIOJb30BAId 3PUTPONOITUH (IPUTPOCTHM,
smokpuH) 2000 ME nonkoxHo 1 pa3 B Henmenmto. IlanyenTaM, Haxoasiumcsl Ha
3IIT, 5puTPONOATUH BBOAWIN BHYTPUBEHHO MJIM MOJKOKHO HAa OUYEPEIHOM CEaHCE
Janms3a.

Koppekuus pochopHo-KanpuueBoro ooOMeHa sIBISIETCS HENPOCTOM 3aaadeit
s Hedponora [22]. C menpio Koppekiuu (HochopHO-KaIbIIMEBOr0 OOMeHa
Ha3HayaJlu akTUBHBIE (popMbI BUTaMuHa D u npemnaparbl Kanbius (KaJbLUTPUOT U
anbgakanbuuaoi, Kanbiuit /3 Hukomen).

MpbI BHEIPWIM UHIUBUIYAJIBHBIA MOAXO0J K BeACHHUIO manueHToB ¢ XbII u
XIIH B paboty yponedponoruyeckoro nenrpa ¢ 2012 roaa.

ITo nanHbBIM 1IEHTpAa 3a TocaeaHue 3 roja He OblIo0 Bhixoaa B TXITH.

Uucno neranbHBIX UCX0n0B cHU3WIOCh B 3,0 pa3a (¢ 16,5% B 2005 1. g0

5,5% 82015 1.). C 2015 roma cMEepTHOCTH B JIETCKOM BO3pPacTe HE OTMEUEHO.

3akJ/oueHue 1o riase.

PesynbraTel HaOMIONEHUI, U3JIOKEHHBIX B JIAHHOMW IJIaBe, CBUJIETEIHCTBYIOT
0  1enecooOpa3HOCTH  MPOMOJDKEHUS  BEACHUS  PETHCTPOB  TAIMEHTOB
ONpeAeNEHHbIX TpyIil, B yacTHOCTH, nepeHecmx ['YC, OIII u gereri ¢ XITH. A
TaK)Ke CO3JaHHME PErHCTPOB JEeTei C BBICOKHM puckoMm ¢opmupoBanusi XbII, y

KOTOPBIX COOTBETCTBEHHO BBICOKHMM pUCK pa3zButTus TXIIH.
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HccnenoBanne CTaHIAPTHBIX KIMHUKO-TA0OPATOPHBIX M JOMOJHUTEIBHBIX
MMMYHOJIOTHYECKHAX [IOKa3arejied KpPOBU, MWCIHOJIB30BAHUE HOBBIX METONIOB
JUArHOCTUKA M IMPOTHO3UPOBAHUS  HUCXONOB  3a00JIEBAHUS  ITO3BOJISIOT
Bepuduiuponarb passutue XbII, ee mporpeccupoBanue, NpPeAYNPEIUTH
¢opmupoBanue TXIIH 3a cuer npumeHeHuss He(PONPOTEKLUNH, KOPPEKLUU
COIYTCTBYIOIIUX COCTOSIHUM, TINATEIbHOTO MOHUTOPHMHIAa W HWHIAUBUIYaJIBHOIO
MIOAX0/A K KaKJA0OMY ITaLIUEHTY.

B ocnHoBe 3amemnenuss mporpeccupoBanus XbII nexur paHHAS WU
CBOEBpEMEHHAsl KOHcepBaTuBHas Tepanus; npu gopmupoBanun XbII 3-4 cT. —
CBOEBPEMEHHOE HAYAJIO JUAJIM3HOM TEPANMU 10 PA3BUTHUS TAKEIBIX OCIOXKHEHUN Y

ManucHTa, 3BHAYNMO YXYIIIAIOIINX I[&JII;HGﬁHIHﬁ IIPOTrHO3.
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3akJroueHue

XBIl  mpuobpena  SMUACMUOJIOTHYSCKUH W COLMAJIBHBIA  CTaTyc
MEXIUCHUIUTMHApHONW Tpobaemsbl [165]. Bo Bcem Mupe pacter uucio nereit u
noapocTtkoB ¢ XBII, tepmunansuoii XITH, TpaHcniiaHTUpOBaHHOM Mo4ukoi [54, 72,
14, 197, 110]. DToT BUI 3aMECTUTEIILHOM MOYEYHOW Tepanuu — Hauboliee
3¢ hEeKTUBHBIN, CMOCOOCTBYIONIUN HWHTETpanuu pedeHKa B OOIMIECTBO  II0
CPaBHEHHMIO C JPYTMMH TpOLEIypaMyd 3aMECTUTEIbHON IMOYEUYHOW TEPANHU
(XpOHMUYECKMH TreMoIualin3, TOCTOSHHBIA amMOyJaTOpHBIA NEPUTOHEAIbHBIN
nvanuz) [28].

B Hacrosmiee Bpems AETHM HE YMUPAKOT OT TEPMHUHAIBHOW I10YEYHOU
HEJOCTaTOYHOCTH HMEHHO 3a CYET DPa3BUTUA U  COBEPLICHCTBOBAHUSA
3aMECTUTENBHOW  IoueyHoW  Tepammu  [2].  Ilepecagka IOYKM — JIE€TAM
OCYILIECTBISETCA IIPEUMYLIECTBEHHO 3a CUeT POIUTENBCKON
(ayTOTpaHCIUTAHTALIMS) WJTM B3POCIION TOHOPCKOM MOYKH 3a CUET TOCYyAapCTBEHHBIX
cpenctB. B CramOynbckod aexnapanuu TpaHcruiantosnoroB (2008) ompeneneHsl
npodeccuoHabHbIe TPUHIMIBI U CTaHAAPTHl TpPaHCIUIAHTAIMM opraHoB. Hama
3a/lada — O0EeCIEeYNTh MAaKCUMaJIbHO BO3MOXKHBIM YpOBEHb KauecTBa KU3HU JIJIS
JT000r0 TpakIaHuHa cTpausl [1, 2].

C yyeToM akTyaJlbHOCTH NpOOJieMbl B CcTpaHe JedcTByeT DenepanbHbIi
3akoH oT 21.11.2011 Ne 323-®3 (pen. ot 27.12.2019, ¢ u3m. ot 13.01.2020) «O06
OCHOBax OXpaHbl 310pOBbsl TpaxkaaH B Poccuiickoit denepanun» (¢ U3M. U JAOI.,
BeryI. B cuity ¢ 08.01.2020), ct. 47 «JIoHOPCTBO OpraHOB U TKAaHEW YeJIOBEKa U UX
TpaHCIUIaHTalus (mepecaaka)». 3aKOH paccMaTpUBaeT MEPECaJKy OpPraHOB Kak
I'YMaHUTApHYIO (DYHKIIMIO TOCYIapcTBa, B pealu3aldd U MOHUMaHUS KOTOPOM
HEOOXOAMMO Yy4YacTHe HE TOJBKO MEIUIMHCKOW OOIIECTBEHHOCTH, HO U TpakIaH
Haleu crpausl [15].

Hetm ¢ XIIH - o510 npetu-unBanmuapl. COBpPEMEHHAs CTparerus B
OpraHu3alyyd IIOMOIIM JETSIM C OIPAHWUYECHHBIMM BO3MOXHOCTSMH HMMEET

FYMaHI/ICTI/I‘IeCKI/IfI XapaKTep M HaALCJICHa Ha CO34aHHC 6J]3.FOHpI/ISITHBIX YCJIOBI/Iﬁ
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JUIS.  3alqUThl TpaBa peOeHKa B JKU3Hb, PABHOIPABHUE, MPEAYNPEKICHUE
JUCKPUMHUHAIIMM €ro0 B OOIIECTBE, HA JOCTYNMHOCTh MEIUIIMHCKOW MOMOIIIH,
oOpa3oBaHue, o0ecredeHne J0CTOHOro MecTa B COIIMyME.

Psniom uccnenoBareneil 1 HaMu JJOKa3aHO, YTO CEMbsI peOCHKA-UHBAJIN/IA KaK
€IMHOE CHCTEMHOE OO0pa3oBaHUE UCIBITHIBAECT BIUSAHHE TSDKEIOTO CTpecca.
OtmedeH kpu3uc Opaka, HapacTaHHUE ICUXOJOTMYECKHX MpoOieM Yy OpaTbeB U
cecTep Mo Mepe YXYIIICHHUS COCTOSHHS peOeHKka. B 3Toi cuTyaruu BCS CeMbs
HY>XJaeTcs B MOMOIIHM 1icuxojiora [53, 79].

Bone3ns oTpuUliaTeIbHO BIUAET U UCKAXKAET MCHUXOJOTUUECKOE OTHOIICHUE
peOeHKa ¢ OKPYKAIOIIUM MUPOM.

B Hacrosmiee Bpemsi akTyaJbHBIM SBISIETCA paHHee BblsiBiieHUE XbII u
XIIH; ¢dopmupoBanue peructpa AeTel ¢ BBICOKMM pUCKOoM pa3Butus XIIH;
CBOEBPEMEHHOE Hayajio 3aMeCTUTeNbHOM noueyHoi tepanuu (3I1T).

Baxxno oGecneunTh anekBatHOe muTaHue mnanueHta ¢ XIIH, mpoBoguTh
KOPPEKIMIO aruao3a, OamaHca kanblus u docdopa; o0ecneyuTb I0CTATOUHBIN
YpOBEHb TeMOITI0O0MHA U HOpMaibHOE (hU3MUecKoe pa3BuThe pedoenka. [1lo qaHHbpIM
C. Bizzarri et al, 2018, no 80% nereit ¢ XIIH umeror HopMmanbHOE (PU3UUECKOE
pazsutrie [113]. HeoOxomuMo mnpeaynpeauTh TaKue OCIOKHEHHUS — Kak
TUTNIEPTOHNYECKUE KPU3bI, pa3BUTHE cymopor [152]. OxgHoit u3 mpobieM SBISIOTCS
peCUpPaTOPHO-BUPYCHBIE, TePIIECBUPYCHBbIE NH(EKIMU Ha (OHE pa3BUBAIOIIETOCS
UMMYHOJIE(PUITUTHOTO COCTOSIHHUS.

Ha tepputopun Camapckoit obmactu B 1996 rony Obul co3gaH 00JacTHOM
JNETCKUN ypOHEDPOJIOTHIECKUIN IIEHTP, TMO3KE OO0JIACTHOM IUAM3HBIN ILEHTP —
KOTOpBbIE ycrmentHo (GyHKIIMOHUPYIOT. Ha 6a3e 1eHTpa BHEIpEH peecTp JeTeit ¢
XBII, naunnast ¢ 3 craauu Oone3nu. Co3gaHue perucTpa — dTO 00sS3aTEIBHOE
YCJIOBHE IS NAIBHEUILETO IJIAHUPOBAHUS PA3BUTUSA 3aMECTUTEJIBHOM IMOYEHUHOU
Tepanuu [52].

HecmoTtps Ha TO, 4TO BO BCeM MHUpPE JOCTAaTOYHO YETKO BhIpabOTaHa TaKTHUKA
BeneHus aerer ¢ XIIH, octaercs MHOro HEpEHIEHHBIX BOINPOCOB, B YaCTHOCTH

BBISIBJICHHE PEruoHaIbHBIX 0coOeHHOocTel B mpuunHax XIITH u ee manudecranuu.
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Hyxnatorcss B jganpHEHInedl pa3pabOTKe ONTHUMU3ANMS — TUATHOCTHUKUA U
IPOTHO3UPOBAHME UCXOJ0B 3a00eBanus 1o mepe popmuponanus Xbll, Haunnas ¢
panHux craauil. TpeOyercst 0000IeHHEe OCOOCHHOCTEM BEACHUSA JIETeH C
nepecaxxeHHou mouykoi. Heobxonumo n3ydeHue rpymnm JIeTeld BBICOKOIO PUCKa 10
Pa3BUTHIO TEPMHUHAIBHOM IIOYEYHOM HEIOCTATOYHOCTH. Takke aKTyaJlbHO
YUYUTBIBATh BCE IEPEUYUCICHHBIC BOMPOCHI, cBsi3aHHble ¢ XbII n XIIH, mosromy
HaMH ObLIIO MPEIPUHATO HACTOSIIEE UCCIIEAOBAHUE.

lens wuccnemoBaHus: pa3paboOTKa KOMIUIEKCA JUArHOCTUYECKUX U
MPOTHOCTUYECKUX  MEPONPUATUNA Uil  NMPO(UIAKTUKH  MPOTPECCUPOBAHUS
XPOHUYECKON 00JIe3HU ToueK 3—5 CT. y JeTedl Ha JTamax KOHCEPBAaTUBHOW U

3aMECTUTEIbHOM MOYCYHOM TCpaIrinu (,Z[I/IEU'II/IS, TPpaHCIINIaHTallu:A HO‘IGK).

JIns peanu3anuy NOCTABICHHOM 1€ MPOBEACHBI PETPO- U MPOCIEKTUBHbBIC
HaOmonenus: ananu3 npuuud XIIH 3-5 craguii u ocobenHocTH MaHupecTanuu
XpPOHUYECKON OoJie3HU TModek Ha Tepputopun Camapckoit obnactu. H3yden
karamHe3 nerer, nepenecmux ['YC, OIIIl, ocobeHHOCTH MCXOMOB 3a00JIeBaHUS,
paHXMpPOBaHbl OCHOBHbIE (hakTopbl pucka ¢opmupoBanuss XbBII y nerei,
neperecimux  OIIIl.  TlpoBemeH  MOHUTOPUHT  KIMHUKO-TAOOPATOPHBIX U
MMMYHOJIOTUUECKUX TPOSBICHUI 3a00JieBaHUsI y JIeTeH, cTpajgarommx 3-5
cranusiMu XbBII, a Takke HMX MCUXOJIOTHMYECKOE TecThpoBaHue. JlaHa oleHka
3¢ (HEKTUBHOCTH TOCTOSIHHOTO aMOyJIaTOPHOTO MEPUTOHEAIBHOTO AHAIINA3A.

B 3agaun wuccnemoBaHus BXOAWIM Takxke aHanu3 (HaKTOpoOB pHCKa
oTpuniatenbHOro mporuo3a y jaereit ¢ XbII, moctpoenme MHOTO(AKTOPHBIX
Mojesielt peanbHOro TtedeHuss XbII 11d OlmeHKM ONTUMAIBHBIX MOAXOJO0B K
Koppekiuu jedenusi. O0001IeHne 0COOCHHOCTEN BeACHUS JETel C MepecaxeHHON
noukoil. Paspaborka cuctembl mHAMBUAYyanbHON mpodwmnaktuku XbBII B rpymnme

BBICOKOT'O PHUCKa 110 €€ Pa3BUTHIO.

I[JI?I peumicHuda IIOCTABJICHHBLIX 3aiaad IIPOBCACHO PCTPOCIICKTHUBHOC H
IMPOCIICKTUBHOC HCCJICAO0BAHNA. beun [MPOAHAJIM3UPOBAHBI IIPUYUHBI PA3BUTHA

TXIIH y 51 peGenka 3a 10-nmetuit mepuox 2009-2018 rr. IloaTBepaunach
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BElyllass pPOJb BPOXKICHHOW M HACIEICTBEHHOW IATOJIOTHMM OPraHOB MOYEBOMU
cucrtembl (78,8%). Janee cnegoBan XTUH BcneactBue mnepenecennoro I'YC,
OIIIl m 3aboneBaHus EIMHCTBEHHON TMOYKHU. [JoMepysspHas MaTONOTHs Kak
npuunHa TepmuHaneHOM XIIH y nmereit or poxaeHus u A0 18 yer 3aHUMaeT
MOCJe/IHEEe MECTO, CTAHOBSICh O0Jiee aKTyaIbHOM Y B3pOCIIbIX MAIlMEHTOB.

PerpocnextuBHo usydeH ucxon ['YC, OIIIl y 61 pebenka uepes 5-9 ner
nocie octporo smu3oga. OOHapyxkeHO  (QOopMHpOBaHHME  XPOHHUYECKOTO
TyOyJIOMHTEPCTUIIMATIBHOTO He(pUTa C HApPYIICHUEM KaHAJbIEBbIX (QYHKIMHA U C
MOCTETICHHBIM CHUXXEHUEM CKOPOCTH KIIyOOUKOBOU (uibTpanuu. JleTu BXOISAT B
YHUCJIO «4acTO OOJECIOUUX», HYKJIAIOIIHUXCS B KOHCYJIBTAlUU MIOMUMO Hedpoiora,
HEBPOJIOra, TACTPOIHTEPOIIOTa, UMMYHOJIOTA U HEKOTOPBIX APYTUX CHEIUATIUCTOB.
[IporpeccupoBanue XbII ormeueHo Oosiee yeM y MOJIOBUHBI mariueHToB — 51,8%,
BbIX0J B TepMuHaiibHyt0 XIIH BeIsiBNeH y 12,5% nereii. JleranbHblil CcXo 3a 3TH
rozasl coctaBui 8,2% B octpom nepuoae OIIIL, 1,8% — B oTnanenHoM nepuoze.

[IpoBeneno pawxxkupoBaHue (akropoB pucka popmupoBanus XbII y neren,
nepenecmmnx OIIIT ¢ momoripio MeTOZ@ MOCHeAOBaTEILHOIO aHanu3a A. Banbaa.
Ucnonb3yss 22 Hambonee WHGOPMATUBHBIX IOKa3aTels, ONPEACIUIN CYyMMY
O0ainoB nuarHoctudyeckux koddduimenton. [Ipu mnaexce + 13 GamnoB u Gomnee
OTMEYEeHa BBICOKash BeposSTHOCTH GopmupoBanus XbII; mpu uHnekce menee +13
OaJIJIOB OTMEYEHA HEBBICOKAs BEPOSTHOCTH (DOPMHUPOBAHUSA MPOTPECCUPOBAHMS
3a0oneBanus. MHGOPMAaTUBHOCTD TMOATBEPAWIN KPUTEPUSIMH JTOKa3aTeIbHON
MEIUIMHBI, KCIIOJIb3YEMbI METOJ| J0Ka3al CBOIO BBICOKYIO UYBCTBUTEIBHOCTD,
cnenupUIHOCTh U IUATHOCTUYECKYIO TOUHOCTb.

Pa3paboTan HOBBI CMOCOO0 AMATHOCTUKU TOpaKeHUs oOTaena HedpoHa,
KOTOPBIM ObLT MOATBEPKACH MAaTeHTOM Ha u300pereHue «Crocod MUarHOCTHKU
nopakeHus1 oT/eNa HedpoHa Mpu 3a00JIeBaHMSIX TOUeK y AeTei» Ne2519648 ot
16.04.2014 r. Hausbiii crnoco®0 MMEET BBICOKYIO AMATHOCTHMYECKYIO TOYHOCTD,
YyBCTBUTEJIBHOCTh M CHEHU(PUUYHOCTL M MOXKET IIUPOKO HCIOIB30BAThCS B
npakTuueckoil Hedpomoruu. C ycrexoMm MPUMEHSIETCS B ypPOHE(POIOTHIECKOM

uentpe COKbB um. B.JI. CepenaBuna.
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DTOT PEeTPOCHEKTUBHBIN pa3nen paboThl MOKas3ad, YTO JAETH, MEPEeHEeCIIne
I'VC, OIIII — BbIcokas rpyimma pucka mno nporpeccupoBanuto XbII, ¢ ucxomnom B
TXIIH, 1 oHM HY>XJ1alOTCSI B 0COOOM BHUMAaHUHU.

Jlanee Mbl MPOAHAIM3UPOBAIM HA OCHOBE KIMHUKO-META0OIMYECKOTO,
UMMYHOJIOTHYECKOT0 U (YHKIIMOHANBHOTO MOHUTOpUHTa Teuenue XbI1 y nereit Ha
paHHUX dTanax JieueHus (KOHCEPBATUBHOM) C TIOCIIEAYIONICH TUaTN3HON Tepanuei
U TOCIEe TEepecajkd TMOYKH. beumn cPopMUpOBaHBI TpPU TPYHIBI IS
MPOCHEKTUBHOrO HaOmoneHus: | rpynna (OCHOBHas) — I€TU Ha KOHCEPBAaTMBHOM
srane nedenus ¢ XbII 3-4 ct. (28 nereit); Il rpynna gereit (rpymma cpaBHEHUs) —
nanueHThl ¢ TXIIH (44 pebenka), Ha nuanu3Hoi Tepanuu (23 mamuenta) — II A
NOJIrpyIa; AETH ¢ repecakeHHou noukoi (21 6ombHOM) — I b moarpymma.

I rpynny (koHTpOdbHYI0) cocTaBuiu ety ¢ XBII 1 ct., 6e3 BeIpaXkeHHOTO
HapyuieHus: GyHKIUU oyek — 30 maryueHToB.

Bo3spact nereit 06611 OoT pokaenust u 10 18 net, 4 pebeHka ¢ nepecakoit
NOYKH ObUIM cTapuie 18 JeT, 4ro CBA3aHO C OCOOEHHOCTSIMU IPOBEACHHUS
TpaHCIUTaHTauu mouku B . Camapa. OOcienoBaHue W JICYECHUE TMPOBENCHO IO
dbenepanbHbIM cTanaapTaM. s Bepudukaim guardo3a Mcroib30BaHbl KPUTEPUU
K/DOQI, xoMmmjiekc KIMHUKO-T1a00paTOpHBIX, WHCTPYMEHTAJIBHBIX METO/IOB
oOcnenoBaHusi, MPUHATHIX B HE(PPOIOTHYECKONW MpPaKTUKE B COOTBETCTBUU C
HaIIMOHAJIbHBIM PYKOBOJICTBOM 10 TIEIUATPUU U KIIMHUYECKUMHU PEKOMEHIAIIUSIMH.

Beaymme npuumbsl XIIH — BpoXIeHHbIE NOPOKHA pPa3BUTUS MOYEBOU
CUCTEMBI, B TOM u4ucjie oOCTpyKTHBHbIEe ypomnaruu, [IMP, rumo- u aucruiasuu
nouek (CAKUT-cunapom), HaciencTBeHHass martojorus moduek — 78,8%;
XPOHUYECKHN  TyOymowmHTepcTHUIMANbHBIH  Heppur —  17,0%,  pexe
rioMmepysnonegput u ap. (4,2%). Hamm naHHbIe COTNACylOTCS C pe3yibTaramu,
MOJTYYCHHBIMU OTEUECTBEHHBIMU M 3apyOeKHbIMU uccienoBarensmu [38, 53, 87,
104, 112, 153]. Bce netu Haxonsarcst B o0macTHOM peructpe 6ompabIX ¢ XITH.

B nepgoii rpynne Habmonenust Obutn aetu ¢ 3-4 crtagusamu XbII, koTopbim
paHO OCYIIECTBIISUICS KOMIUIEKC KOHCEpPBAaTUBHOW Tepanuu, BIUAIOUMNA Ha

Monuduipyronme GpakTopsl prUcKa MPOrPEeCCUPOBAHUS. ITO KACAETCsl KOPPEKIUH
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aHEMUHU,  TPEOyNpPekKISHUS  TOKEIbIX  GopM  OEITKOBO-dHEPreTHUECKON
HEJOCTAaTOYHOCTU. B mocnegHue rofpl NpOU30ILII0 «CMATYEHUE» KIMHUYECKHUX
nposiniennit XBII 3a cder cucremMarnyeckoro HaOMIOAEHUS, AUETOTEpAUu |
CBOECBPEMEHHOTO TIEpeBOia Ha JUATU3HYIO Tepanuto. JIWib y eIUHUYHBIX
OOJBHBIX HaOMIOMANICA TeMopparudeckuil cuHapoMm. Mcyesznu KOXKHBIA 3y |
O0ecconnuna. J[murensHo coxpaHsics OJU3KUM K HOpMeE oOIuid O0eI0K U allbOyMUH
CBIBOPOTKH KPOBHU.

Haunbosnee yacTbiMU OCIIOKHEHUSMH OCHOBHOTO 3a00JIeBaHMsI ObLIa aHEMHUS
(ompenenena npu XbBIT 3-5 cr. B 100,0% cayuaeB, p<0,001); aprepuanbHas
runeprensus — 87,0% OonbHbix ¢ XIIH u 3IIT u 60,7% nereit ¢ XbII 3-4 cr.
(p<0,001), a taxxe 3anmepxka pocta — 43,5% y nereér ¢ XBII 5 ct. (p=0,03).
Jlaboparopno XBII 3-5 ct. xapakrepuszoBanach runepazoremuein B 100,0%
cinydaeB, p<0,001; merabomuueckumMm aruao3oM — y 73,9% mnanmenToB ¢ TXITH
(p>0,05).

ITIo Hammm nanHbIM cpenHue Temirbl cHkeHns CK® cocraBunm npu XbII
34 cr. 6,0 mu/mun/ron. B rpynme narnuentoB ¢ TXIIH, naxomsmuxcs Ha 31T,
CPEIHMIl BO3pacT pa3BUTHA T[MOYEUYHOW HEIOCTATOUHOCTH mocie JelroTa
3aboneBanus cocrasun 4,7 mer (p=0,02), yto B 1,4 pasa ObicTpee, 4em Yy
nauueHToB ¢ XbII 3—4 ct.

V nereit ¢ XIIH BBIIBIEHBEI MHOXXECTBEHHBIE H3MEHEHHS KIETOYHOIO H
T'YMOPAQJIBHOTO 3BEHHEB MMMYHHUTETA, y JaHHBIX OOJBHBIX HMeEIa MECTO
MMMYHOKOMIUJIEKCHAsI ~ [aTOJIOTHs, THUIOMMMYHHOE  COCTOSIHHE,  KOTOpOE,
0€3yCJIOBHO, YCYTYOJISIIIOCH C YYETOM JITUTEILHOCTH XPOHUYECKOTO 3a00JIeBaHUS U
UCIIO0JIb30BaHUSI UMMYHOCYIIPECCUBHOM TEparnuu.

[IpakTyecku y BceX AWATU3HBIX OOJBHBIX OTMEUEHBI H3MEHEHHUS CO
CTOPOHBI CEPAEUYHO-COCYAUCTON CUCTEMBI, IEHTPAIbHOW HEPBHOM CHUCTEMBI.

YMep 1 pebeHok B BO3pacTe S5 MeCSIEB C ayTOCOMHO-PEIECCHUBHBIM
MOJIMKMCTO30M C 3KCTpEMajbHOM HeppoMmeraive — OT MOJIHMOPraHHOU
HepocTarouHocTH. HaOmromeHuss Ha OSTOM JTame IMOKa3bIBalOT, 4YTO paHHEE

BMEIIATENILCTBO B MPOIIECC C MOMbBITKOM MPUOCTAaHOBUTH MporpeccupoBanue XbII;
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MOSIBJICHMEM  HOBBIX  (PAPMAKOJIOTHYECKHWX  MPEnaparoB,  BIMSIOMMX  HA
Monudumupytonme (HakTopel; HEGHPOMPOTEKIIUSA CIOCOOCTBYIOT — YIYUIICHHUIO
kauecTBa xu3HU Aerer ¢ XIIH. Kpome Toro, moMonoaen u KOHTHHIEHT JETEH ¢
TXIIH 3a cuer poxaeHus [eTeil C TOKEIBIMH (GopMaMH BPOXKIECHHOW U
HACJICACTBEHHOW TMAaTOJOTMM TIOYEK W3-3a OTKa3a pOAUTENEN MpepBaTh
O6epeMeHHOCTh. I 3TUM OOJNBHBIM OKa3aHa 3aMECTUTENIbHAs MOYeYHas Teparnus, B
TOM YHCJI€ MOCTOSHHBIN aMOylIaTOpHbIA NEPUTOHEATBHBIN THAIN3.

3a cueT MEepPUHATAIBHOTO W PAHHErO IMOCTHATAIBHOTO CKPUHUHIA JETU C
XBIT 34 cragussmu paHo OepyTcsi MOA HAOMIOAEHUE, TOTOBATCS B IJIAHOBOM
MOPSAJIKE K 3aMECTUTEIIbHOM MTOYEUHON TEPANvU, TPAHCIUIAHTAIIUY TTOYEK.

Bo Bropoit rpynmne HaOmroneHus ObUIM TALMEHTHI, KOTOPHIE B CBSI3U C
MIPOTPECCUPOBAHMEM TNPOLECCA WIIM MO3AHUM BBISIBICHUEM TepmuHanbHOM XITH
JIOCTAaTO4YHO OBICTPO MPOBOAMINCH MEPEBO HA JUATU3HYIO T€panuio (reMoauaius,
MOCTOSIHHBI ~ aMOYyJaTOpHBIA  MEPUTOHEAIbHBIM JHMANIA3) C  MOCJIEAyIoen
TpaHCIUIaHTaI[MeN MTOYKHU y OOJBIITMHCTBA U3 HUX.

HaGnmronenuss 3a 3TUMU TpynmamMu MAlMEHTOB TOKAa3ald, YTO JIEYCHHE
oonpHbix ¢ XIIH B mocnemnue roabl cTajgo 0Oojiee paHHUM, KOMIUIEKCHBIM H
HAaIIPABJICHHBIM Ha NPEAYNPEXKACHUE OCIOKHEHHUM CO CTOPOHBI JPYTHMX CHUCTEM.
Kputnueckas rpannma CK®, mocine KOTOpol HaYMHAETCS OCOOBIA KIMHUYECKHIM
KOHTpPOJIb, MeHee 60 mu1/mMuH/ 1,73m%. JleTH BKIIOYAIOTCS B OONACTHOM pErucTp.
BaxxHoe 3HaueHuEe uMeeT KOHTPOJIb M KOPPeKIus (hocPopHO-KaabImeBOro oOMeHa,
npopunakTuka JgepopMalii KOCTHOW CHCTEMBbI, CIIOHTAaHHBIX TIEPEIIOMOB.
KoHTponupyroTcsi Macco-poCTOBBIE TOKA3aTENIM, COXPAHSIETCS COMAaTUYECKUM
craryc peOeHka Ha (JOHE MPOBEACHHS KOHCEPBATUBHOTO JICUCHUS U AUANIH3a. ITO
MO3BOJIACT YIYYIIUTh Ka4eCTBO >KWU3HU JEeTed, OCYIIECTBIATH Ooyiee MO3THUMN
nepeBo]] peOeHKa Ha 3aMECTUTEIFHYIO TTIOYEUHYIO TEPaIuIo.

MBI 1aiii CBOXO OLIEHKY METOJaM 3aMECTUTEIBLHON MOYEYHOM TEPaIIiH.

[Tepuroneanbupiii auanu3 (I1J[) — 3To BUI 3aMECTUTEIBLHOM MOYEUHOU
TEepamu, PoJb KOTOPOTO BO3pOCiIa TOCie  Pa3pabOTKH  MOCTOSHHOTO

amOymmaropHoro mieputoHeanbHoro auanu3a (ITAIIJ]). Meron mpocT u ymoOeH,
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UMEET OTHOCHUTENBHYIO HHU3KYI cTOMMOCTh. [IJl Bkirouaer B cebs TpaHCHOPT
COJIbBEHTOB W BOJbI uUepe3 «MeMOpaHy», KOTOpasi pasleiseT JBa >KUIAKOCTHBIX
CEeKTOpa. OTHMHM JBYMs CEKTOpAMHU SBISIFOTCSA: KPOBb B IEPUTOHEAIBHBIX
Kalmusipax, KOTopas TMpPH ITIOYEYHOW HEAOCTATOYHOCTH COMEPKHUT H30BITOK
MOUYEBHMHBI, KPEaTUHUHA, KaJIUs U JIPYTUX META0OJUTOB, U TUAIU3HBIN pacTBOp B
MIEPUTOHEATILHOM TIOJOCTH, KOTOPBIM COMNEPKUT HATPUN, XJIOPUI U JIAKTaT, U
MOJIJIEPKUBACTCS. THUIIEPOCMOJISIPHBIM 3a CYET BKJIIOYEHHUS! IIIOKO3bI B BBICOKOM
KoHIeHTpauuu. [leputoHeanbHass MemMOpaHa ACHCTBYET KakK TMainu3arop.

C nomomsto I1JI nponeueno 23 manuenta ¢ TXITH. Bo3pact nereit Obu1 oT
2-x MecsueB u g0 17 ner. Omun pebenok c¢ XIIH, panee Haxomsimmiics Ha
IPOrpaMMHOM TeMoaHain3e 0oJjiee TpeX JIET ¢ MPOrpeCcCUpyIOIeH TUIIepTOHUEH U
CEepACYHOM HEJIOCTATOYHOCTBIO MIEPEBENCH Ha KOMOMHUPOBAHHYIO
3aMECTHUTENIbHYI0 MoYeuHyr Tepanuto. Coderanue mnocrtossHHoro IIJ[ wm
IPOrpaMMHOTO  TeMOAHAINM3a TO3BOJIWIO  CTaOWIM3UPOBATh  apTEepUATIBLHOE
JABJICHUE U CIPABUTHCS C CEPJIEUHO-COCYAUCTON HEIOCTATOUHOCTBIO.

Ha ¢one mnposenenusi I[TAIIJ[ mocTUTrHYT TOMOXKUTEIBHBIM 3PdeKT —
YMEHBIIICHUE TMPOSIBICHUM HWHTOKCUKAIMU, CTaOWIu3aiusi TeMOJUHAMUKH,
yAy4IlIeHue OCHOBHBIX TOKAa3aTeIe a30TUCTOTO 3JIEKTPOIUTHOTO 0OMEHa, OTHAKO
MOJIHOW HOPMAaJIM3alUM HUKOTJA HE MPOUCXONUT. JlokazaHa JOCTATOYHO BBICOKAs
s dextuBHoCTh [TAIT/l, monTBepxkACHHAS U3MEHEHUEM OCHOBHBIX JJA0OPATOPHBIX
nokazareneit XIIH: remornmoomna (OR 0,589; 95% AU 0,183-1,900); anpbymuna
(OR 0,125; 95% JI1 0,033-0,465); kpearununa (OR 0,077; 95% AW 0,019-0,313)
u moueBuHbI (OR 0,119; 95% 11 0,030-0,472).

[Tpumenenue ITAITJ[ y nauuenToB ¢ TXIIH, oxkuaaromux TpaHCIIaHTALUIO
MOYKH, TIO3BOJSIET YIAYUYIIUTh KaueCTBO MX JKM3HU. Y HHUX COXPaHSIOTCS
octarounble (QyHKIMU mo4yek. OJHAKO HMMEIOT MECTO OCJIOKHEHHS B BHUJC
IIEPUTOHUTOB, B CBSI3M C HapyumieHuem acentuku. lIposenenme 117 B
aMOYJTaTOPHBIX YCIOBUSIX TpeOyeT oOyueHHe poauTesed M caMoro malueHTa
METOJUKE OTOM TpOUeAyphl — s JocTHxkeHus e€ dPEeKTUBHOCTH U

npOPHIAKTUKY UH(EKITUOHHBIX OCIIOKHEHUM.
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Eme opHoit w#3 Hammx 3agad  OBLIO  BBISBICHHE MPEAUKTOPOB
OTPHUIIATEJILHOTO MporHo3a y 6oapHbix ¢ XBII. OTa 3agaua, ¢ Halllel TOUKU 3peHus,
pelanach Ha OCHOBAaHUU OLIEHKU COCTOSIHUSI BHYyTPEHHUX OPraHOB, UX BO3MOKHBIX
HapyumeHu npu nporpeccuposannu XbIl. B mepByro odepenb, HaMM OTMEYEHO
HapacTaHWE OTKJIOHEHHUI CO CTOPOHBI CEPAECUYHO-COCYIUCTOM CUCTEMBI y IETEH MO
Mepe yTskeneHus coctosiaus y nereit ¢ XbII. Cepaedno-cocyiucTbie 0CI0KHEHUS
B CTpykType npuunH cmeptu ot XIIH B3pocnsix mamuenToB coctaBisaor 33,4%
[21, 37, 33]. Ilo muenutro W.A. Kytweipunoit, 2015, XBII — 53T0 MOmenb
YCKOPEHHOTO «CTapeHUs» COCYAUCTOU CTEHKH [37].

3a nepuoxa HaOmoaeHus ymepno 2 manuenta ¢ TXbII. B ogHom ciydae ot
rpunna, ocinoxuHusiierocs /IBC-cunapomom (namuent 19 jier), B gqpyrom ciayyae —
OT TOJUOPraHHOM HEAOCTAaTOYHOCTU (PEOEHOK € ayTOCOMHO-PELIECCUBHBIM
MOJIMKHCTO30M TOYEK B Bo3pacTe 5 MecsueB). Takum o0pa3oMm, JETAIbHOCTh OT
TXITH cocraBuna 5,5%, nocroBepHo cuuzmiaack 3a 10 xer (2005-2015 rr.) B 3,0
pasa.

Ananusupys ocobennoctu manudecrammuu XbII, ocobenno 4-5 craauu, Mbl
OTMETUJIM, YTO 3a00J€BaHUE HEPEAKO MPOJOJDKUTEIBHOE BpEMS OCTaeTCs He
TuarHoctTupyembiM, B utore popmupyercst TXIIH, TpeOyromas 3I1T.

MBI NONBITAIUCh OLICHUTH IICHUXO3MOLMOHAIBHOE COCTOSIHUE JIETEW,
HaxOASAIIMXCSl HAa JOUAM3HOM Tepamuu C IMOMOIIBI0 IIKalbl camooueHkn Y./
Crnunbeprepa u HO.JI. Xanuna, Onaromaps KOTOpPOW YCTaHABIMBAJICS YPOBEHb
PEaKTUBHOM M JMYHOCTHOM TPEBOKHOCTU OOJNBHBIX JETEl MO CpaBHEHUIO
KOHTPOJIbHOW TPYIIIIOW.

B xone uccnenoBanus ycranosieHo, uto npu XbBII 3-4 ct. (66,7%) u 5 cr.
(71,4%) wame ompenensieTcsl BbICOKas TPEBOXKHOCTh (= 46 0aioB), KoTopas
COXPAHSIETCS y NAlMEHTOB MOCJIE TPAHCIIAHTALMU [TOYKH. B KOHTpOJIbHOM Ipymmne
OTMEUEHa HU3Kasg JUYHOCTHAs TPEBOXKHOCTh Yy OOJBIIMHCTBA jAeTed. Takum
o0Opa3oMm, y JeTel, HaXOAAIIMXCS Ha TMaJu3HON Tepanuu, Npeodiagan BbICOKUNA 1

OYEHb BBICOKHUM YPOBEHb JIMYHOCTHOU TPEBOKHOCTH.
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MBI TakXe HUCIIOJIb30BAJIM IICUXOJIOTHYECKUE TECTHI, MO3BOJSAIOIINAE OLECHUTh
ypoBeHb obuutensHoctd y nereit ¢ XBII (tect B.®. Psaxosckoro). Hanuune y
pebeHKa XpOHMUYECKON OO0JIE3HM OTpakaeTcsi Ha COLMAIbHBIX YCIOBUSX >KU3HH,
UCKaXKasl €e: OrpPaHWYEHUE SMOLUMOHAIBHO-TUYHOCTHOIO OOIICHHS ¢ ONM3KHUMH U
CBEPCTHUKAMH, OTCYTCTBHEM TIPOAYKTUBHOW JI€ITENBHOCTH, OIPAHUYCHUE
colMaJibHOM akTUBHOCTH. Haunbonee sIBHO colMalibHbIE U30JISAIIMHU BBIPAKAIOTCS B
MOAPOCTKOBOM Bo3pacTe. OHa BBIPAKEHBI U y MAlIMEHTOB C MEPECAJKON MOYKU
MOCJE JUINTENbHON THAIN3HON TEpanuu.

Mpb1 onpenensiii KOMMYHUKAaTUBHBIE YMEHUS U YPOBHU OOLIUTEIBHOCTH Y
nereir ¢ XbBII. Yposennr obmurensHoctu y aereid ¢ XbBII 1 ct. onpenenen kak
HOpMaJibHass KOMMYHHUKA0EIbHOCTb. BBISBICHBI IOCTOBEpHBIC Pa3vudMsi B THUIIAX
pearnpoBaHusg HA KOHKPETHbIE KOMMYHUKATUBHBIC CUTYAIlMU B Pa3HBIX rpynmnax. ¥
nosipoctkoB ¢ XIIb 3-5 cr. B Ooubliell CTENEHUW BBIPAXKEH arpeCcCUBHBIN THUII
pearupoBaHusi U B MeHbIIeH crenenn — 3aBucuMbiid. Jletn ¢ XBII 1 ct. oOnanaror
Oonee  aleKBAaTHBIM  BOCIPHUSATHEM KOMMYHUKATMBHOW  cuUTyanuu, OoJjee
BBIPAJKEHHOM aJIbTPYMCTUYECKOM YCTAHOBKOM BO B3aMMOJEUCTBUM. B rpymme c
XIIb, cdopMHpoOBaHO YMEHHE pearupoBaTh Ha HECTAHIAPTHBIE CUTYallMd B
OOIIIEHUH, CHJIbHO BBIp@KEHA YCTAHOBKA Ha MPHUHSATHE TMOMOIIM CO CTOPOHBI.
ArpeccCUBHOCTh B THNAaX pearupoBaHUs OOBSICHSIETCS 3alUTHOM peakuuen
MOJIOZOTO YEJOBEKA, HE JKEJAOWIEr0 OTIMYAThCA OT 3J0POBBIX JIIONEH.
Breinyx/1IeHHOE OOIEHHE ¢ MEIUIIMHCKUM TEePCOHAIIOM, OTpaHUYEHHUs B CBOOOJE
CrocoOCTBYeT (POPMUPOBAHUIO HE TOJIBKO arpeCCUBHOCTH, HO M JIYYIIIEH pEeaKIUu
Ha HECTaHJApPTHBIC CUTYallUX B OOIICHUH.

VY mamueHTOB ¢ TpaHCIUIAHTAlMEW oOpraHa Mpeodiafan 3aBUCUMBIN THIT
pearupoBaHusi C 3aBUCUMOCTBIO B3IJISJ0OB, OLICHKWM W MOBEACHHS JIMYHOCTH OT
JIPYTHUX JOeH. BOIBIIMHCTBO MAIIMEHTOB CUUTAN CE0s1 CEPHE3HO «OOTHLHBIMI.

Mgl yOenunuch Takke W B TOM, YTO TEPEBOJA peOCHKAa Ha MOCTOSHHYIO
JTAAUIM3HYI0 TEpanuio, a 3aTeéM MPUHATHE PEUICHHS O TNepecajke IMOYKU OT

POACTBEHHHMKOB, BBIOOp JOHOpa /sl ayTOTPAaHCIUIAHTAlUM — CEpPbe3HOe
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MICUXOJIOTUYECKOE UCIIBITAHUE JJISl BCEX WICHOB CEMbH, IICUXOJIOTUYECKHUM CTPECC.
B 3TOM niepuone cembs HyKAAETCA B IICUXOJIOTUYECKON MOAIEPIKKE.

HaGnmionenus 3a eTbMHU C MEPECAKEHHOM IMOUYKOM IMOKa3aid Cleayroliee.
[IpuBepkeHHOCTh HAOJIIOCHUIO U JICUCHHIO, JOBEPUE POAUTENECH Bpadyy — OCHOBA
YCIEIIHOM afanTaluyd JeTel Mmocie nepecaaku nodku. Ilepecagka mouku gersm
OCYUIIECTBJISIACh B OCHOBHOM 32 CUET POJUTEIHCKOM (ayTOTpaHCIUIAHTALIMS) WM
B3POCJION TOHOPCKOU MOYKH 32 CUET FOCYIAPCTBEHHBIX CPEICTB.

N3BecTHO, YTO XpOHUYECKAass HEAOCTATOYHOCTh MOYEK U MEpEcajka OpraHa
COMNPSIKEHBI C COIMYTCTBYIOIIUMH 3a00JIEBaHUSIMA M OCJIO)KHEHUSIMU B TIEPBYIO
O4Yepellb CO CTOPOHBI CEPAECYHO-COCYAUCTOM CUCTEMBI. BO3HHKAIOT MpoOiIeMbl C
oOpa3oBanueM. Bcem 9TuM nanpeHTaM HeoOXoaumMa ITUuTeNbHas peaOuauTaIus.

B cnemmanpHpIx uccaemoBaHusgx Hartmann H. u coast., 2015, Onuio
MIOAYEPKHYTO, YTO IOCJI€ TPAHCIUIAHTALUU ITOYKH, KOHEYHO, UJET KU3Hb, «HO
TOJIBKO MBI, IEAUATPbI, HE BCETJa 3HaeM €€ A0 KoHua» [155].

Mpsb1 nonaraeM, uto Oosnbine mojoBuHbl jeret ¢ XITH, B mepcnekrtuse,
HY)KJIAIOUIUXCS B 3aMECTHUTENIbHOM Tepanuu C MPUMEHEHUEM TpPaHCIUIAHTAlluu
MoueK OyJleT roToBa K 3TUM METO/AaM JICUCHHUs], TaK Kak OymayT MpeaynpekIeHbI
TSDKEJIbIE HApYLICHUS B PA3BUTHUMU JIETEH, CEPbE3HBIE U3MEHEHHS CO CTOPOHBI
BHYTPEHHHX  OpPraHOB, OIOPHO-ABUTaTEJbHOTO  ammapara, T[CUXUKH U
coluaau3aiu peoeHkKa.

Ha ocHoBe Hammx wuccieqoBaHUil MbI pa3paboTanu MHOTO(AKTOPHBIC
Mozenu peaiibHOro TeueHuss XbII ¢ ucxomoM B MOYEYHYIO HEIOCTAaTOYHOCTD;
MOKa3aB, YTO y OOJBIIMHCTBA MAIIMEHTOB OCHOBHOW MPUYMHON (hOPMHUPOBAHUS
TXIIH sBunuch TyOyJOMHTEpPCTHLIMAIBHBIE MOPAKEHHUS MOYEK, NMPUBOIAIIME K
GbuOpO3UPOBAHUIO HWHTEPCTUILIMS TIOYEK, arpouu KaHAJbIEB, IPH OTOM
BOBJICUEHHWE B TMPOIECC TJIOMEPYIbl HAET BTOpUYHO. HenszOekHbIM HUTOTrOM
naTojioruaeckoro nporuecca npu TXIITH sBasercs Hedpocknepos.

[TonyueHHbIe pe3yJabTaThl UCCIIEIOBAHMS TTO3BOIWIM pa3padboTarh ajJropuT™M
WHIUBUIyabHOTO BeneHus pebenka ¢ XbBII ¢ mempro  mpodumakTuku

nporpeccupoBanust B XITH. OCHOBHBIM NPUHIIUIIOM JAHHOTO aJITOPUTMA SBIISETCS
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paHHEe, CBOEBPEMEHHOE Ha’daJlo MPOQPHIAKTUKH TMPOTPECCHUPOBAHUS M JICUCHUS
XBII ¢ ydyeroM BCeX MMEIOIIMUXCA B HACTOSIIEE BPEMSI COBPEMEHHBIX METONIOB
Teparvu.

Pa3BuTHne nOporocTosAmumx BBICOKMX TEXHOIOTHN B MEUATPUU, KACAIOIINXCS
3aMECTHUTENIBHOM TEpanuu € 3aKJIIOUUTENIBHBIM HTAllOM TPAHCIUIAHTAIMU TOYEK
IIPU XPOHUYECKOW IOYEYHON HENOCTAaTOYHOCTH SBISETCS BaXHBIM BKJIAJIOM B
Camapckoe 3apaBooxpaHeHue. COBEpIICHCTBOBAHUE 3aMECTUTEIBLHON Tepanuu y
MalUEHTOB C TEPMUHAIBHOM IMOYEYHOW HEJOCTATOYHOCTHIO CHUYKAET JETCKYIO
cmepTHOCTh B peruone (5,5% mnpu tXIIH). [Ipopunaktuueckne MeponpusTus B
TpylIe JeTed C XPOHWYECKOW TmarojJorner u puckoM pasputus XIIH
CHOCOOCTBYIOT CHUKEHUIO IE€TCKOM MHBAJIUAHOCTH.

[IpuopuTeTHbII MOAX0A K NPO(PUIAKTHKE XPOHUUYECKUX 3a00JIEBaHUI NTOYEK
U JETCKON MHBAJIUJHOCTH JIOJKEH OBbITh OCYILECTBIEH C BO3PACTHBIX IMO3ULUH.
Haubonee ciaoxHONW HaM NpeACTaBiIseTCs NMEpBUYHAsA MpoduiakTuka Ooje3Heil
nouek. B nokymentax BO3 mnepBuyHas mnpoduiiakThka — KOMIUIEKC MeEp,
OPEIIPUHUMAEMBIX Ul CHUXKEHHSI 4acTOThl 3a00JI€BaHUM 3a CUET yMEHbIICHUS
PUCKOB MX BO3HUKHOBEHHUA. [lepBUUHYIO0 MPOPUIAKTUKY HENb3sl MPEACTABUThH O€3
B3aMMOJICUCTBUSA C(ep 3APaBOOXPAHEHUS, TOCYIAPCTBEHHOW IOJUTUKA M TIPaB
pebeHkKa.

Nmeror 3HaYyeHWe W COLMAJbHBIE MEPBl, B TOM YHCIE peaau3aius
denepanbHbBIX M PETHOHAIBHBIX MPOTpaMM [0 OXpPaHE MPUPOABI, SKOJOTHH
NUTaHUSA, CEMbH, DJKOJIOTMYECKHE pEeaOUIUTAIMOHHBIE MPOrpaMMbl, KOTOpbIE
JEHUCTBYIOT Ha HalIell TEPPUTOPUHU U CBSI3aHBI C HKOJOTUYECKON peaduiauTanuen
TOPOJIOB 00JIACTU C BHICOKOW aHTPOIIOTCHHON HArpy3KOH.

Menuko-opraHnu3alMOHHbIE MEPONPUATUS CBSI3aHBI CO CHUKEHUEM pHCKA
TSDKEJIBIX IEPUHATAIBHBIX MOBPEXKACHUM, a TAKXKE C Pa3BUTHEM TI€HETHUYECKOTO
CKpUHUHIA. DTO HANpaBJICHHWE COBMAJAET C MPUOPUTETHBIMHU IPOTpaMMaMH IIO
NPOQUIIAKTUKE MaTOJOTUYECKUX COCTOSHUN MEpUHATAJIBLHOTO NEpPHoAa, KOTOPhIE

JEHCTBYIOT Ha PETMOHANIBHOM U (PeIepaTbHOM YPOBHSIX.
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MOHHUTOPUHT COCTOSHAS MOYEBOM CHCTeMbl peOeHKa, HadyuHasi C
npoBeAeHuss Y3W MoueBOM cuCTEeMbl IJI0JIa U TMOCIE POXKICHUS peOCHKa;
JVHAMUYECKUI  KOHTPOJIb 3@ [AIMEHTOM, IIEPEHECIIMM TUIIOKCHYECKYIO
He(ponaruio B Ieproie HOBOPOXKACHHOCTH; paHHssa nquarHoctrka OIII, a taxxe
BBISIBJICHUE HW30JIMPOBAHHOTO MOYEBOTO CHHJpOMa OyaeT CcrnocoOCTBOBATh
CHIUKCHHIO 4YHCJIa JIeTed C XPOHMUYECKOM OOJIE3HBIO MMOYEK U XPOHUYECKOU

HOYEYHOU HETOCTATOUYHOCTEIO.
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BbIBO/bI

1. Beaymas ponb cpend NPUYMH XPOHUYECKOM IOYEHYHOM HEIO0CTATOYHOCTU
(XIIH) y nereit Camapckoro pervona npunaainexut BpoxiaenHo (CAKUT-
CUHAPOM) U HACJEACTBEHHOM TATOJIOTMU OPraHoB MOYEBOM CHUCTEMBI,
onpenaensemoin B 78,4%, p<0,05, ¢ manudecranueir B paHHEM U JOITKOILHOM

BO3pacCTe.

2. llpornosupoBanue ¢opmupoBanusi XbIl ocHoBaHO Ha pacueTe HHIEKCA
TeueHus 3aboneBanus. [Ipu 3HaueHnn < 13 OaIOB TEUEHUE OLIEHUBACTCS Kak
Hemporpeccupyloliee, Npu HHIEKCe > 13 0amioB — mporpeccupyroliee
(nuarnoctuyeckas TOYHOCTh Metona A=87,3%). HoBwiil 3¢ dexTUBHBIM
CHOCcO0 AMArHOCTHKHU IMOPaXXEHHs OTAesla HeppoHa IMO3BOJIIET HEWHBAa3MBHO
OTIPENETUTh MPEUMYIICCTBCHHBIN YPOBEHb MOPAKEHUS — TYOYISApPHBIA WK

rioMepyisipHbii (A=85,7%).

3. KommiekcHbin MOHUTOPHUHT TEUECHUS XIIH BBISIBUII obICcTpOE
nporpeccupoBanue 3aboneBanus — 4,7 ner (p<0,05) c¢ dopmupoBaHuem
YPEMHUYECKOTO cHHApOMaA, cpennue temnbl cHuxkeHusa CK® cocraBunmm 6,0
MJI/MUH/TO. Onpenenena UMMYHOKOMIJIEKCHAS NAaTOJIOTHS c
HEJO0CTATOYHOCThIO T-KJIIETOUHOTO 3BE€HAa MMMYHHTETA, 00Jiee BbIpAXKEHHAS /10
npoBenenuss 3IIT. Ilcuxosmormyeckuili CTaryc MAaMEHTOB XapAKTEPU30BAJICA
HU3KUM YPOBHEM OOIIUTEIHLHOCTH, BBICOKON TPEBOKHOCTHIO (= 46 0asuios),
W3MEHEHUEM KOMMYHUKATUBHBIX YMEHUN — arpeCCUBHBIN UM 3aBUCUMBIN THI

pearupoBaHus.

4. DddeKkTHBHOCTD ITATIL MOATBEPKJICHA  HM3MEHEHUEM OCHOBHBIX
naboparopubsIx mokazareneit XIIH: remornoouna (OR 0,589; 95% JAU 0,183-
1,900); ansbymuna (OR 0,125; 95% AU 0,033-0,465); kpearununa (OR 0,077,
95% M1 0,019-0,313) u moueBunbl (OR 0,119; 95% 1 0,030-0,472).

[Ipumenenne IIAITJI nmo TpaHCIIAaHTAMKA TMOYKH, IIO3BOJSIET COXPAHUTH
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OCTAaTO4YHbIC (I)YHKHI/II/I IMMOYCK, YMCHBIINTL IIPOSABJICHUSA  HWHTOKCHUKAIINU,

CTaOWIM3UPOBATh TEMOJMHAMHUKY, YITYUIIIUTh Ka9Y€CTBO KU3HU peOeHKa.

HanbGonee s¢pdexruBapiM metonom 3IIT y nereit ¢ TXIIH sBnsiercst nepecaaka
NOYKM, TOAWYHAS BBDKMBAEMOCTb IIOYEYHBIX TPAHCIIAHTATOB COCTABHJIA
100,0%, 5-netasiss — 90,5%. JletampbHOCTH B JETCKOM BO3pacTte HE ObLIO. Y
MAIMEHTOB C MEPECaIKON MOYKU COXpaHIETCs YMEpeHHas: UMMyHocynpeccus T-
KIETOYHOTO  3BeHa  HMMMYHHTETa, HeoOXomumass sl  HOPMAJIbHOTO

(YHKUIMOHMPOBAHUS TPAHCILIAHTATA.

MHorogakropasle Mozenu peaabHOro tedeHus: XbII BbISIBUIM TEPBUYHOCTH
TYOYJIOMHTEPCTULIMATIBHBIX M3MEHEHUN TKaHU IMOYEK y MAIlMEHTOB, BTOPUYHOE
HopakeHWe [ioMepyl U ¢opMupoBaHHe  Hedpockiepo3a.  AJITOpUTM
VHIMBHUYadbHON Tpo¢MiIakTuku mporpeccupoBanust XbII Bkimroyaer OLEHKY
3HaUMMBIX (aKTOpPOB pHcka, panHiow nuarHoctuky XbII u XITH, onpenenenue
NPEUMYIIECTBEHHOIO YPOBHS MOpPaXeHUsI HE(PPOHA, CO3IaHUE PErUCTPOB JETel
BBICOKOTO PHCKa, PaHHEE HayaJl0 MPOPUIAKTUKU MPOTPECCUPOBAHUS U JICUCHUS
MOYEYHOTO 3aboseBaHus (He(pPONpPOTEKTUBHASI CTPATerHsl) U CBOEBPEMEHHBIN
nepeBog pebenka Ha 3IIT. 3a mepuox ¢ 2005 mo 2015 rr. mpouzonUIO

JIOCTOBEpHOE CHIKeHHE teTaibHOCTH OT TXIIH ¢ 16,5% 1o 5,5% (p<0,01).
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MNPAKTUYECKHUE PEKOMEH AU

C y4yeTom Benylien posiv BpOXKACHHONW M HACIEACTBEHHOM MaTOJIOTUN OPraHOB
MoueBoil cuctemMbl B (opmupoBanuu TXIIH HeoOXogmmo mpoBOIUTH
IIPCHaTAJIbHBI W pPaHHUM HEOHATaJbHBI CKPUHUHI, a TaKXe OLICHUBATh
HaJIM4YUE U BBIPAXKEHHOCTh MOYEBOI'0 CHHIPOMA T0CIIE POXKICHUS peOeHKa.
Jlns panHero mporHo3upoBanusi GopmupoBanusi XbII y nereil, mepenecmmx
OIIII, uenecooOpa3HO paccUNTHIBATh MHJEKC TEUEHUS 3a001€BaHuUs C TIOMOIIBIO
TaOMUIBl AUArHOCTHYECKUX Kod(hduumentoB npusHakoB. [Ipu mnaekce < 13
0ayIoB TeueHue OOJIE3HU ClEeIyeT OLEHUBATh KaK HENpPOTrpecCUpyIollee, Npu
nHJeKce > 13 6aIoB — Kak MpOrpeccupyroIee.

[Ipn HEBO3MOKHOCTH ITPOBEICHHUS MALACHTY He(dpoOuoncuu
PEUMYILECTBEHHbII YPOBEHb MOpaKEHHsS HEPpoHAa MOMXKHO ONPEAETUTHh MpU
MOMOIIM MPEAJIOKEHHOTO ciocoOa. [Ipu 3HaueHnHn WHJEKCca MOPaKEHUsI OYEK
X < 800 3a00n€BaHNE MOXKET OBITh OTHECEHO K IPYNIE ¢ MPEUMYIIECTBEHHBIM
MOpaKeHWEM KaHaJblleB, Mpu 3HadyeHuu ¢yHkiuu X > 800 — x rpymnme ¢
MPEUMYIECTBEHHBIM MOPAXKEHUEM KITYOOUYKOB.

C yderoMm pa3pabOTaHHBIX MHOTO(AKTOPHBIX MOJEJEH pealbHOTO TEeUeHUs
XBIl HeoOxogumO paHHEEe Hadado HEDPONPOTEKTUBHONW Tepanmuu —
MCIIOJIb30BaHME DHANANpWiIa B cyorunorensuBHoi no3e (0,3-0,5 Mr/kr/cyt) st
HOpMaJIM3alMK [0Ka3aTeiel MapaMeTpoB MOYEUHOTO KPOBOTOKA.

ITpu nporpeccupoBannn XIIH 1m0 5 CT. mokazaH CBOEBPEMEHHBIN IEPEBO
pebenka Ha IIAIIJ] mo pa3BUTUS TSKENBIX OCIOKHEHHUH MU COIYTCTBYIOLIUX
3a0oneBanuii. Hawano pgmanu3HOM Tepanmuu HEOOXOAMMO TIPH HAIHMYUHU
TSDKEJIOTO  OTeyHOro cuHapoma; cHuxkeHuu CKO < 15mu/mun/ 1,73m%;
MOBBIIICHUU YPOBHS MOYEBUHBI > 30 MMOJB/JI; MPU BBIPAKECHHOM 3aJIepiKKe
pocCTa nmaueHTa.

Hetn ¢ XIIH na srane 3IIT (gmanu3 u mepecagka MOYKH) HYXKIAIOTCA B
noMoIM Tcuxorepanenra. [Ipu pa3zpaboTke mporpammbl MCHUXOJOTUYECKON

MNoAACPIKKHU, H€O6XOI[I/IMO YUYHUTBIBATL BO3PACT pC6CHKa Ha MOMCHT IIPOBCACHUSA
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AVanv3a WM TPAHCIUIAHTAllMM, BBIPaXXEHHOCTh  npossieHun  XIIH,
JUTUTEIHHOCTDH 3a00JICBaHUSI.

PeGeHok ¢ mepecakeHHOM MOYKOM HYXKAAeTCs B JUIMTENILHOW peaOuiauTaiuu B
YCIOBHSX CIEUUAIM3HUPOBAHHOIO ypoHe(dponornyeckoro uneHTpa. OcHOBOU
YCHEIIHOM aJanTalyy T[alyueHTa SBISIETCS IPUBEPKEHHOCTh JICUEHUIO U
HAOJIIOZICHUIO, TApPTHEPCKOE B3aUMOOTHOIIEHHWE C CEMbeH, TIOCTOSIHHOE
B3aMMOJCCTBHE C POIAUTEISIMMU.

dopmupoBanue  obiactHoro  peructpa gered ¢ XIIH  mo3Bomser
nuddepeHIMPOBAaHHO MOAXOAUTh K METUIIMHCKOMY HAOIIOIEHUIO, CBOEBPEMEHHO
IUIAHUPOBATh IMEPEBOJ HA AMAIM3HYIO TEpalMiO0 Kak 3Tally IOATOTOBKUA K
TpaHCIJIaHTaMK Todek. Llenecoobpa3Ho BKIIIOYATh B PETUCTP TPYIINY JETel C
BBICOKUM pucKoM (popmupoBanust XITH.

Pa3paboranHblii aJITOPUTM VIHIUBUYAJIBHON npoUIaKTUKA
nporpeccupoBanus XbII 1enecooOpa3Ho ucCHoNIb30BaTh B paboTe Bpauei
CHEUATN3UPOBAHHOTO YPOHE(POJOTUYECKOTO LEHTPA, a TaKXKe MEIUaTpoOB U

He(pPOJIOTOB MEPBUYHOTO 3BEHA 3IPABOOXPAHCHUS.
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MEPCIIEKTUBBI JAJTBHEMUIIEN PASPABOTKH TEMBI

Hexotopeie Bonpock! akryansHol npodnembl XBIT 3-5 ct. u TXIIH y nereit
B HACTOSILEE BPEMS SIBIISIFOTCS HEPEILICHHBIMH.

AKryanbHa npo0sema Je4eHHs JETEH paHHEro BO3pacTa U HOBOPOXKACHHBIX
¢ XIIH ans obGecnieueHust pocTta U pa3BUTHUS MAIMEHTOB, aJIEKBAaTHOTO KayecTBa
ku3Hu. HeoOxoaumo uW3yuyeHHE KadecTBa KU3HU JIETed C  TOYEYHOU
HEIO0CTAaTOYHOCTHIO M0 MPOGUISIM (PU3NIECKOTO, IIKOJIBHOTO, IICUXOJIOTMYECKOTO U
couuangbHOro pyHKmoHupoBanus. OcoOblii UHTEpPEC MPEACTABISAET UCCIEI0BaHUE
HEUPOKOTHUTUBHOIO Pa3BUTHs ManMEeHTOB paHHEro Bo3pactra ¢ XbII ¢ akneHToM
Ha (OpMUpOBAHME peYM, BHUMAaHUs, MaMATh, XOPOUIyI0 oOydaemocTh. BakHo
U3y4eHue KOMOpOUIHBIX cocTosHuM y mnamueHTtoB ¢ XbII, XITH (mualer,
aprepuaibHas TUIEPTEH3Us, OXHPEHHEe U Jp.), KAK BAXKHBIX (DaKTOPOB
ZOJITOCPOYHOTO IIPOTHO3A.

OcTaroTcs aKkTyaJIbHBIMHU BOITPOCHI U3YYEHUS pOJIH perucTpoB aeteit ¢ XbII,
XIIH B opranuzanuu oMoIy JaHHbIM NalluEHTaM.

HeoOxomumo  u3yueHue  BONPOCOB  COBEpPUICHCTBOBAaHUS  IMpe- |
aHTEHATAJIbHOW JIMarHOCTUKH BPOXICHHBIX M HACJIEICTBEHHBIX 3a00JIEBaHMIA
MOYeK KaK Ba)KHEHIIeW OCHOBBI MPOQPMIAKTHKYA (HOPMHPOBAHUS 3a00JIEBaHUS U
nporpeccupoBanuss B TXIIH. IlepcrniekTMBHBIM IpPEACTaBIAETCS HU3Yy4YEHUE
COCTOSIHUSI MOYEBBIACIUTENBHON CUCTEMBI JETEN, POKIACHHBIX OCIE MPOBEICHUS
npoueaypsl IKO.

Bormpocsl TpaHCIUTaHTALIMKM TOYKK Yy AeTell TpeOyloT HOBBIX MOAXOAOB K
IIPOBEACHUIO COITYTCTBYIOIIEN TEPAUHU, B TOM YHUCIIE UMMYHOCYIIPECCUBHOM, IS

COXpPaHCHUA J]queﬁ BBDKMBACMOCTH OpraHa Ha J0JIT'MC roJAbl.
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CIIMCOK COKPAIIIEHUN
— apTepUAIBHOE JIaBIICHUE
— QTUINIAYHBIN T€MOJIUTUKO-YPEMUYECKUN CUHIPOM
— OJOKATOPHI PEIICITOPOB AHTUOTEH3WHA
— BUPYC UMMYHOZIe(PUIIMTA YeTIOBEKa
— BPOXKJICHHBIE TIOPOKU PA3BUTHUSA
— reMOoaualn3
— reMopparuyeckast JMXopaaKa ¢ TOY€YHbIM CUHIPOMOM
— T€MOJIUTUKO-YPEMUYECKUN CUHIPOM
— INACTOJINYECKOE apTEPUAIIBHOE JABIICHUE
— CUHAPOM JIMCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOTO
CBEPTHIBAHUS
— KEJIYIOYHO-KUIIEYHBIA TPAKT
— 3aJIepyKKa BHYTPUYTPOOHOTO pa3BUTHUS
— 3aMECTHUTEIIbHAA MOYEYHas TEpanus
— UHTHOUTOPBI aHTHOTEH3UHIIPEBpaIaoIero hepmMeHTa
— Mano0enKoBas queTa
— ME3aHTUONPOIUdEepaTUBHBIN IIIOMEPYIOHEDPUT
— OpraHbl MOYE€BOW CUCTEMBI
— OCTPOE€ MOBPEKICHUE TTOUEK
— OCTpasi pecrirpaTopHasi BUpycHasi HHPEKIIHUS
— IIOCTOSIHHBIN aMOYJIaTOPHBIN MEpUTOHEANbHBINA TUATTU3
— MEPUTOHEAJIbHBINA THaTN3
— My3BIPHO-MOYETOYHUKOBBIN PedIIOKC
— IIOCTOSIHHBIN LIUKJINYECKUH TTIEPUTOHEATbHBIN JUATN3
— CHCTOJIMYECKOE apTEPUAIBHOE JIaBIICHUE
— CKOPOCTh KITyOOUKOBOM (pHIIBTpaIiuu
— CKOpPOCTb OCEJJaHUSI SPUTPOLIUTOB

— YIBTPa3BYKOBOE HCCIIEOBAHUE
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XBIT — XpOHHUYECKask 00JIe3Hb OYEK

XI'H — XPOHUYECKUH TIIoMepyIoHeppuT

XITH — XpOHUYECKasl IOYE€YHAsI HEAOCTATOYHOCTD

TXIIH — TepMUHAJIbHAsA XPOHUYECKAs [I0YE€YHAast HEAOCTATOYHOCTh
XTHUH — XpOHUYECKUM TYOYyJIOMHTEPCTULIMATBHBIN HeQpUT
OKT, — 3NIeKTpoKapanorpadus

OxoKI’ — 3XoKapauorpadus

o-MIT — 0l;-MUKPOTI00YJIUH MOYH

IgA — UMMYHOIJIOOYIIMH A

Ig G — UMMYHOIIT00yuH G

IgM — UMMYyHOIIT00yIMH M

Hs — TeMONIO0UH

HBV — BUPYCHBIN renatut B

HCV — BUpYyCHBbIN renatut C

Me — MeJauaHa

Pmax — MAKCHUMAaJIbHBIN YIEJIbHBIN BEC MOYH

CD3, CD4, CD8, — cyononynsiuuu T-muM¢poruToB
CDI19

CD4/CDS8 — UIMMYHOPETYISTOPHBIA UHIEKC
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