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BBenenue

Xponuueckasi 6OosiesHb modek (XBII) —3T0 mepcuctupyloiiee B TEUEHHE TpeX
MecsIeB WIM 0oJjiee TOpakeHUE opraHa BCJEACTBUE JACHCTBHUS Pa3IMUHbBIX
ATHUOJIOTUYECKUX (PAKTOPOB, aHATOMUYECKOW OCHOBOM KOTOPOTO SIBJISIETCS IMPOIECC
3aMeIleHHs] HOPMAJIbHBIX aHATOMUYECKUX CTPYKTYp (HUOPO30M, MPUBOISAIINI K €ro
TUC(YHKITUN.

®ubpo3 sBIsETCS HEOOPATUMBIM, XPOHHYECKHM COCTOSIHHUEM, BO3HMKAIOIIUM B
OTBET Ha ITOBPEXKJICHUE KOMIIAPTMEHTOB WM OTACJBHBIX KIJIETOUHBIX MOIYJIALUN
nouek. IlporpeccupoBanHue 3amecTuTenbHOrOo ¢GuOpo3a U CTENEHb  €ro
BBIPAKEHHOCTHU OTPEJENSIET CTENeHb HapymieHus (QyHKuil modek. Oudpo3 MOXKeT
OBITh Pe3ylbTaTOM KaK OCTPBIX MPOLECCOB C pa3BUTHEM HEKPOOMO3a MM amonTo3a
KJIIETOYHBIX MOMYJISIIAM, TaK W MEIJIEHHO MNPOrPEeCCUPYIOIINX MNaTOIOTHUYECKUX
IpoLeccoB (CyOKJIETOYHOro, KJIETOYHOTO, TKAHEBOIO YpPOBHEMW), CBS3aHHBIX C
JNEUCTBUEM pa3HOOOpPA3HBIX ATUOJIOTMYECKUX (akTopoB. OmnpeneneHue TaKux
XPOHUYECKUX IMPOLECCOB TAKXKE COCTABISICT OCHOBY KIMHWUYECKOW JIUArHOCTUKHU
XBII. Tlogxonpl k knuHUYeckorM auarHocthuke XbII oCHOBaHbBI Ha HPSAMON WU
KOCBEHHOM OlIEHKE cTerneHu (pudpo3a v Macchl JEUCTBYIOIIMX HEPPOHOB, a TaKXKe
BBISIBJIEHUW 3THUOJOTHYECKOTO ¢akrtopa. OcTpble TPOLECCHl, MPUBOAAININE K
MIOBPEXKJICHUIO TIOYEK, B TEYEHHUE TPEX MECALEB 3aBEPLIAIOTCS TEM WA HHBIM
MCXOJOM: TIOJIHBIM BBI3JIOPOBJICHUEM C COXPAaHEHUEM KIIETOYHBIX IOIYJIALUN
opraHa, BBI3JIOPOBJIEHHEM C PE3UIyalbHBIM Je(PeKTOM (CHMKEHUEM KIETOYHOU
Macchl OpraHa) wWid THOenpl0 opraa. Te ke CpOKM OT Hadajna JICHCTBUSA
NOBpeXAamero (akropa HEOOXOIUMBI M JOCTATOYHBLIS  (POPMHUPOBAHUS
HayaldbHbIX  (puOporacTuyeckux  u3MeHeHwil.  CrenoBaTeNbHO,  MPU3HAKU
NOBPEXKJEHUA  MOYeK B  TeyeHue  Ooyiee  JIUTENBHOTO  BPEMEHU  C
naTo(U3NOJIOTUYECKUX TIO3UIIMN HAIEKHO CBUJIETEIBCTBYIOT O XpOHU(DUKALIMU
npouecca. Bpemennou kputepuii XbII nmpuHUIMNUAIBHO BaXEHIJIS JTUArHOCTHUKH,
MOATOMY B OCHOBY KiMHHYecKkoro omnpeaeneHuss XbII monoxeH kak MUHUMyM 3-
MECSIYHBIM UHTEPBAJI IEPCUCTUPOBAHUS IPU3HAKOB MIOBPEXKICHUS ITOYEK.

Takum oOpazom, B KIMHWYECKOU npakTuke nuarHo3 XbII ciemyeT ycraHaBiIuBaTh
IpU BBISIBJICHUM B IMPOIIECCE KIMHUYECKOTO OOCJIEIOBAHMS JIFOOBIX MapKEepoB,
YKa3bIBAIOIIMX HA MOBPEKICHUE II0YEK WU NEPCUCTUPYIOIIUX B TEUEHUE TPEX
MECSIIeB WA OOJIBIIIE.



1.

Knaccudukarus

JlaHHBIN TOAXO0J OCHOBAaH Ha OLIEHKAaX MPOTHO3a B TEPMHUHAX PUCKA CYIIECTBEHHBIX
daranbHbIX U HedaTalbHBIX COOBITHI — ocTporo noBpexaeHus novek (OIIIT), TITH

(XBII C5),

oOmeid W CepAeyHO-COCYIUCTON CMEPTHOCTH.

Haxomieasrple K

HACTOSIIIIEMY BPEMEHHU JJaHHBIE OIMpPEAEIICHHO YKa3bIBalOT HAa TO, YTO PUCKU OOIIEH U
cepaedHo-cocyaucToi cMeptHocty, pazsutus TIIH, OIII u nporpeccupoBanus XbII
CYIIECTBEHHO OTJIMYAIOTCA B 3aBUCUMOCTM OT YPOBHSA MOYEBOM DKCKpELUU
anbOymuHa 1 ypoBHst CK®. O6a ¢dakropa HE3aBUCUMO CBSI3aHBI C YaCTOTON Pa3BUTHUS
4TO OMpejAenseT HeoOXOIUMOCTh MX Yydera B
knaccuduxanuu XbII u crpaTudukanm puckos.

He6HaFOHpI/I$ITHLIX HCXO0A0B,

atreropuu X6 no CK® (Ma/mMuH/1,73m2).

XapaKtepucTuka 1 yposeHb CKO.

Kateropuu nepcuctmpytoLlen anbbyMmHypum

XapaKTepucTuKa 1 ypoBeHb

Al

A2

A3*-A4**

HopmanbHas nnam
He3HaYMTeNIbHO NOBbILEHA

YMepeHHO NoBbIlEeHa

Pe3Ko nosebiweHa

<30 Mr/r
<3 Mr/MMob

30-300 Mr/r
3-30 Mr/mMMmob

>300 Mr/r
>30 Mr/MMob

. YMepeHHo .
1 |HopmanbHas nam BblcoKas >90 |Hu3Kkum puck P . Bbicokmin puck
NOBbILLEHHbIN PUCK
60- . YMepeHHo .
2 |He3HauntenbHO CHUXEeHa Hu3kum pmuck . BblCOKMI pUCK
89 NOBbILEHHbIN PUCK
45- . . OueHb BbICOKUI
3a |YMepeHHO CHUXKeHa YMepeHHO NOBbIWEHHbIN PUCK  |BbICOKMI pUCK
59 pucK
30- . . OueHb BbICOKMM
36 |CywecTBeHHO CHUXEHaA Bbicokmit puck O4yeHb BbICOKMI PUCK
44 pUCK
15- . . OueHb BbICOKUI
4 |Pe3ko cHUXeHa OyeHb BbICOKMIM PUCK OueHb BbICOKMI PUCK
29 pUcK
TepMUHanbHasA NoYeYHas . . OueHb BbICOKMM
5 <15 |Ou4eHb BbICOKMI PUCK O4yeHb BbICOKMI PUCK
HeA0CTaTOYHOCTb pucK




2. ®akTophI pHUCKa

K ocnoBHbIM daktopam pucka XbBII otHocstcs CJl u apyrue HapyuieHust oOMeHa
BemiecTB, Haimuune CC3, psg ayTOMMMYHHBIX W HMH(EKIIMOHHBIX 3a00JI€BaHMUIA,
HOBOOOpPA30BaHUsl, KypEeHUE U JPYrue BUJIbI TOKCUKOMAHUMN, TMOXKHIOHW BO3pACT U
myxckoil o, Hanmuuue XbBII y mpsambeix ponctBeHHHKOB U Ap. Ocoboe 3HaueHue
UMEIOT (DaKTOPBI, MPUBOASAIINE K PA3BUTHIO OJUTYPHUH, T.€. HECOOTBETCTBHUIO YHCIIA
JEHCTBYIONUX HE(HPOHOB MOTPEOHOCTSIMU OpraHU3Ma: ONEPAIMK Ha IMOYKaX, ara3us
Y TUTIOILIA3US OYKU — C OJHOM CTOPOHBI, U 0)KUPEHUE — C IPYTOM.

XBII aBnsiercst camoctosaTenbHbIM pakTopom pucka CCO.

Mexnay nopaxenuem nodek, A" u pemonenupoBannem CCC cyiiecTByeT TecHas
B3aMMOCBSI3b.

B MHOroumcieHHBIX HCCIICAOBAHMAX II0OKAa3aHO, 4YTO IIPU3HAKK PCMOACIMPOBAHUA

Cep/illa U COCYZ0B OTMEeUaroTcsa 0oJiee 4eM y MojJoBUHBI 00JbHBIX ¢ XBII 32, TO €CTh
3a10JT0 10 auanu3a. [lpu HapyeHun GyHKIMY MOYeK HeOIaronpusTHOE BIUSHUE Ha
cepAlle MW COCYIbl TPaJUIMOHHBIX (HAKTOpOB pucka (moBeimeHHOTO AJl,
MOBBIIIEHHOTO YPOBHSI XOJIECTEpPUHA KpPOBU, HAPYIICHHH YTIeBOAHOIO OOMEHa)
YCWJIMBAETCS, TOSBISIOTCA JIONMOJIHUTEIbHBIE, - «IOYE€YHbIE» (aKTOpbl pPHUCKA
(mapymenue (ochopHO-KaIblIUEeBOr0 OOMEHAa W BTOPUYHBIA THUIIEPIAPATHPEO3,
aHeMus, runepypukemus). @opMHpyeTcs «HOPOYHBIM Kpyr». B cBsizm ¢ 3tuMm
TPagUIIMOHHBIE METOABI KapAHONPOTeKIMH y nanueHToB ¢ XbII manosddekTuBHB 1
TpeOyIOT CYIIECTBEHHON MOIU(UKALINH.

Ha cerogusamunii nens ycraHoBiaeHo, 4ro puck CCO pe3sko Bo3pacTaer Io
CPAaBHEHUIO C OOLIEHOMYISIHUOHHBIM YPOBHEM YK€ HAa CTaJIMM YMEPEHHOT'O CHUKEHUS
dbyukiuu nodek. B pesynprare OosbmmHCTBO manueHtoB ¢ XbII, Tak ke, Kak u
npyrux, 0osee U3BECTHBIX, «Tuxux youiiy» — CJl u AI' — coctoutr B TOM, 4TO OHa
MOXXET JUIUTEIbHOE BPEMsI HE BbI3bIBATh HUKAKUX Kajlo0, KOTOpble MOOYAuiu Obl
00JBHOTO OOPATUTHCS K Bpady U HA4aTh JICUCHUE.

Hapymienue ¢yHkuuu moyexk ormedaercs y Kaxaoro derBeproro namuentra ¢ CC3,
olHaKo crneuupuueckue «mnodeyHbie» Qaktopel CCP, KOTOpbIE BBIXOIAT Yy 3THX
OOJNBHBIX Ha TEPBBIN IUIAaH M OMNPEIENIAIOT MPOTHO3, OCTAIOTCS Majl0 HU3BECTHBIMU
MUPOKOW BpadeOHOW aymutopwu. Takum o0pa3oM, Ha CETOAHSIIHUA JIeHb
OPUXOJIUTCS TPU3HATHh HU3KYI0 J(P(GEKTUBHOCTh HE TOJBKO HEPpo-, HO U
KapAUIPOTEKTUBHOTO JICUEHUS Y AIIUEHTOB C HAPYIICHHON QYHKIIMEH MOYeK.



3. KnuHnueckure nposBiIeHus

Knunnuecku XBII MoxeT mnposBAsATBCA pa3HOOOPa3HbBIMU  CUMOTOMAMH U
cuapomamu. B aumarnoctuke XbBII HeoOXoauMoO HCHONB30BATh TPAJAUIIMOHHBIH
KIMHUYECKUH IIOJXO0J, OCHOBAaHHBIM Ha aHaJIM3e JaHHBIX aHaMHe3a M JKajao0
nanueHTa, (QuU3MKaabHOrO  00CHIENOBaHUS, NPUMEHEHHS  JIa0OpPaTOPHBIX  H
MHCTPYMEHTAJIBHBIX UCCJIEOBAHUM.

B nenom, nuarnoctrka goikHa ObITH HAIIPaBJIeHA HA:
1) BBISIBJIEHUE TIPU3HAKOB TUCHYHKIINH TTOYEK;

2)  J10Ka3aTelbCTBAa UX «XPOHUYECKOI0» XapaKTepa;
3)  ompeneneHue THOJIOTHYECKUX (AKTOPOB U

4) CHUCTEMHBIX OCJIOKHECHUM.

[Ipu ananuze «xkauHuyeckoil kapTuHb» XbBII Takke TOIKHBI ObITh YUTEHBI (PAaKTOPbI
pHUCKa €€ pa3BUTHSL.

Merononoruyecku makcuMmanbHO 3¢ @dexTuBHas auarHoctuka XbII ocHoBana Ha
COYETAaHUU IIPEAUKTUBHOIO U IIPE3EHTALMOHHOTO I10IX00B.

[IpenukTuBHas nuarHoctuka XbBII ocHOBaHa Ha 1I€JIEBOM CKPUHUHTE IUCHYHKIIUH
MOYEK y MAIMEeHTOB ¢ (pakTopaMu prcKa.

[Ipezentanmonnas  aumarHoctuka  XbII  BkirowaeTr  BBISIBJICHME W aHAIM3
pPa3HOOOpa3HBIX MPHU3HAKOB CTPYKTYPHBIX M (DYHKIIMOHAJIBHBIX allbTepallii OpraHa,
HanboJIee YacTO BCTPEUAIOIIHUECS CUMIITOMBI KOTOPBIX ITPHUBEICHBI HUXKE.



Tabmua 8. OcHOBHEIE IPH3HAKH, TO3BONSIONIIE Mpeanonarars Hamdue XbII

Mapkep

IIpaMmeuanns

KamoOrr

V2MeHeHHs IBeTa MOYH, M3MeHeHHsA o0BeMa
anypesa (OTHTypus, NOTHYPHA ), HHKTYPHS

HaHHBIe aHAMHE3a H aHAmH3a MEIHIIMHCKOH
JOKYMEHTa

VKazaHNA Ha BBIABICHHEIS paHee H3MCHCHHA
MOYH HIH H3MEHCHHA IIOYCK IIpH MoOBIX
BHIAX  BH3HATH3HDYIOUIEH  IHArHOCTHKH;
HHDOpMAINIA O paHee BHIABMEHHBIX (aKTopax
pHcka (cM. Tad. 2, pazmen 1.2)

duznkansHOe 06cIe10Ba s

VBenudeHne pasMepa IOYeK, CHMITOMEI
YPeMIH, IIyM B MPOEKLHIH NO4eYHbIX apTepHil,

nepudepHuecKkHe M IONOCTHBIE  OTEKH,
H3MeHeHHe 1BeTa H 00beMa Moyn, AT
Jlabopamoprwie Oanrvle
IToBEINICHHAS anbOYMUHYPHSA/ TIPOTEHHY PHA Mapxepsr yBeIHYeHUSA KITy604KOBOH

IPOHHIIAEMOCTH H TYOYIsApHOH JHCOYHKIHH

CroiiKoe CHIKEHHe CKOPOCTH KIyDO4KOBOI
dunsTpamm Meree 60 y1/vum/1,73 M2

MHiekc, TeCHO  KOppemlHpYRmmH ¢
NapIHATEHEIMH (YHKIHAMH [0YeK

Croflkue H3MEHEHHS B KISTOYHOM OCalIke

OputpoumTypus  (rematypus), TyOyisipHble

MOYH KIeTKH, TeHKOLMTYPHA (mirypus),
NeHKOINITapHble ITHHIPHI, SPUTPOIHTAPHEIE
ITHHIPE]

JIpyrue H3MEeHeHHA CcOCTaBa KPOBH H MOYH A3zoTemus, ypeMHs, H3MEeHeHHA

CBIBOPOTOYHOH M MOY€BOH KOHIEHTPAIIHH
3MEKTPONHTIOB,  HAPYNIEHH:  KHCIOTHO-
MIENTOYHOTO PaBHOBECHS H Jp. (B TOM YHCIe,
XapaKkTepHsle IS «CHHIPOMOB KaHATHIEBOMH
aucdyHKimm» (curapoM QaHKOHH, MOYeYHEIE
TyOy/IApHBle anuI03sl, CHHAPOMEL bapTTepa

I'urensMaHa, HeQpOTreHHBIH  HecaxapHEIH
aHabet U 1.11.))
M3MeHeHHS NOYeK MO [aHHBIM Jy4YeBBIX | AHOMATHH  pasBHTHA  IOYeK,  KHCTBI,

METOJ0B HCCIEIOBaHMA

THIpoHe(pPO3, H3MEHEHHe pa3MEPOB TOYEK,
HapyIIeHHe HHTPapeHATHHON T'eMOIHHAMUKH

H JIp.
M3MmeHeHnd B TKaHM IO4YeK, BbIABICHHbIE NpH | [Ipm3Hakn aKTHBHOTO HeoOpaTHMOTo
P IAKI3HEHHOM MOPDOIOTHYECKOM | TOBPEKICHHS TO4eYHbIX CIPYKIYD,




3.  JlnarHOCTHYECKHE KPUTEPUU

Kaj100bI:

[Tatments ¢ 1-3 craaueit XBII MmoryT He UMETH kano0, MO0 MPETBABIATH KATOOBI
110 TIOBO/Iy OCHOBHOT'O 3a0oJieBaHus, npuBeamiero k XbII.

Kano6s! npu 4 u 5 cragusx XbII:

c1ab0CTh, MOTEPS aNMNeTUTA;
JUCIENICUYECKUE PACCTPOICTBA (TOIIHOTA, PBOTA);
KOXKHBIU 3y/]l, U3MEHEHHUE 1IBETA KOXKHU (BILUIOTH JI0 JKEJITO-KOPUYHEBOIO0);
OTEKHU;
noBeiieHue A/l, rosoBHbIe O0JH, IIIYM B yIIIax;
M3MEHEHUS KOJIMYECTBA MOYH, HUKTYPHSL.
MBIIIEYHBIC MOJICPTUBAHUS U CYIOPOTH.
AnamHues:
HaJIM4Ke JTI000T0 3a00JIeBaHMs, KOTOPOE MOXET nmpuBecT K XbII;
HaJWM4HE OTATOLICHHOM HACIeACTBEeHHOCTH Mo XbII;

gamnuue OIII] B anamuese

Pu3nkajabHoe 00c/Ie10BAHNE:

Pe3ynbraThl (PU3MKAIBHOIO OOCIICOBAHUS HEOJIHOPOJIHBI M 3aBUCAT OT OCHOBHOTO
3200JI€BaHUA.

[Tamentsr ¢ 1-3 cragmeit XBII moryt He uMeTh (DM3UKATBHBIX MPOSBICHUN, THOO
UMETh (DU3HKAIbHBIC MPOSBICHUSIOCHOBHOTO 3aboneBanus, mpusenmero k XbBII

ITammenTs! ¢ 4-5 craguent XbII:

KosxHble niposiBiieHus:: OJieIHbIE, CyXHE, )KEITOBATHIN 1IBET KOXKH,
«YpEMUYECKUN UHEW», DKCKOPUALIUY;

CpaBHuUTENbHAS MIEPKYCCUS JIETKUX: MPUTYIJIEHUE TEPKYTOPHOTO 3ByKa B
HIDKHUX OTJEJNax;

AYCKYJ'IBTaHI/IH JIETKMX: Ocj1a0JIeHue AbIXaHHA B HDKHHUX OTACTIaX

[Tanpmanus, nepKyccust cep/ilia: YBEJIMUYCHUE CUIIbI BEPXYIIICYHOTO TOJIUKA,
Pa3IUTON BEPXYIICYHBIM TOTYOK, JIEBAsI IPAaHUIIa OTHOCUTEIBLHON TYTIOCTH
cepilia CMelIeHa BIIEBO;

AycKynbTanus cepaua: yCUJIEeHHbIN uin npuriaymeHHsliil Ton, akuest I Tona
Ha aopTe, IIyM TPEHUS MIEPUKAP/IA;

[Tanpmanus 1 epKyccus mouek: 60JIE3HEHHOCTh U YBEIIMYCHHUE Pa3MepOB
no4eK (MOJUKUCTO3 MOYEK, THIPOHEPPO3);



® AyCKyJbTallMs: IIyM B IPOCKIUH MMOYEYHBIX apTEPUL;
® Hanuyue moJIOCTHBIX WK NepUPEepUIECKUX OTEKOB,;

¢ lI3MeHeHuHe IBETA U o0beMa MOYH.

JlabopaTopHble UCC/Ie/I0BAHUSA:

Pe3ynbrarhl  J1a0OpaTOpPHBIX HCCIECNIOBAHWN BapuaOenbHBI B 3aBUCHUMOCTH OT
OCHOBHOTr03a00JIEBAHMS.

Jlna nayuenmos ¢ XbII C1-C5:
¢ OAK (rumo- uau HOpMOXpPOMHasl aHEMUS);

* OAM (anbOyMuHYpUs/TIPOTEUHYPUS, TUIUHAPYPHUSL, SPUTPOLUTYPUS,
JIEUKOUUTYpHUS, TUOUAYPUS, KPUCTAILTYpHsl, OaKTepUuypHsl U JIp.);

® 00uMii 0enoK (TUIIONPOTEUHEMHSI, TUTIEPIIPOTEUHEMUS TP MUETIOMHOMN
0oJ1e3HN), ATbOYMUH (TUIIOATEOYMUHEMHS ), KDEATUHUH C 00s3aTEIbHBIM
pacueroM CK® no CKD-EPI, moueBrHa (runepa3oreMusi), MOYeBasi KUCIOTa
(runepypukemusi), Xxojecreput (runepxosecrepunemust), JITTHIT
(mucnunuaemus), HaTpui (runo”aTpuemus, runepuarpuemusi), ACT, AJIT,
OunMpyOUHBI, TTI0K03a, KATUU(TUTIEPKATUEMUS), CBIBOPOTOYHOE KEIE30
(CHIDKEHHE YPOBHS);

s nayuenmos ¢ XBIT C3b-C5 Takxke 0053aTeNIbHBI CIICIYIOMINUE Ta00paTOpHbIS
uccinenoBanus: ¢pocdop (runepdocdaremus), KaTbluii (THTOKATBITUEMUS,
runepkanbiemus), [ITT (Bropuunsiil runepnaparupeos), menounas Gocdarasza
(yBenM4YeHUE aKTUBHOCTH).

Hucr PYMEHTAJbHLIC NCCTCNOBAHUSA

Pesynbpratel Y3U nouek BapuadenbHbl B 3aBUCUMOCTH OT OCHOBHOT'O
3a00s1eBaHUsI.

* V3U noyek (0OpaTuTh BHUMaHKE Ha U3MEHEHHUE CTPYKTYPBI, Pa3MEPOB,
KOHTYPOB, DXOT€HHOCTH MOYEK, KOPTUKO-METYJUIIPHON M PepeHITPOBKH,
HaJU4yue aHOMaJIMK Pa3BUTHUSA MMOYEK, KUCT, TUAPOHE(Dpo3a).

[IpenmymiectBeHHO XbII BBISBIISIETCS B MOJMKIMHUAKAX U CTAIMOHAPAX Bpadyamu
TEPaNeBTUYECKUX CIECIUATBHOCTEN (TEpaneBThl, KapUOJIOTH, YHIOKPUHOJIOTH).
Jleuenue nauueHToB ¢ XbII oCylIecTBIsSET TaKKe TEPATICBT.

HHono3penuss Ha XbII y Bpaya J0/UKHBI BO3HMKAThL NPH HAJHYMHU
CJICAYIOIIHUX YeThIpeX NPU3HAKOB

Hwuskuil yienbHbIl BEC MOYH

1. Ilonuypus u HUKTYpUs

2. AT

3. AHeMusl HESICHOTO TTPOUCXOMKICHHUS.

Ioka3zanus K peryJsipHbIM 00c/Ie10BaHUAM 1JIA HCKI04YeHns XbIT



- CaxapHblii 1uader

- AprepuanbHasi TUIIEPTEH3US

- Cepneuno-cocyauctoie 3a0osieBaHusl (UileMHYecKkas O0o0JIe3Hb cepala,
XpPOHHMYECKas cepJieuHast HeI0CTaTOYHOCTh, MOpaKeHUE epudepruIecKux apTepuid
Y COCYJIOB F'OJIOBHOTO MO3ra)

- AHOMaJIMM CTPOEHHUS TIOUYEK U MOYEBBIX MYTEU, TUIIEPILIA3US
MIPEJCTATEIILHOMN KEIIE3bI

- CuctemubIe 3a0071€BaHUs, TIPU KOTOPBIX BO3MOXKHO MMOPAKCHHUE MTOYEK

- bone3Hu HEPBHOI CHCTEMBI U CyCTABOB, TPEOYIOIIME PETYISPHOTO MpUeMa
HIIBII

- Cniyvan TITH unu HaciencTBeHHbIEC 3a0071€BaHUS MTOYEK B CEMbE

- CiyyaliHO€ BBISIBJIEHUE T€MATypUHU WIM IPOTEUHYPUHU B MPOLIIOM

OcHOBHBIE IOKA3aHNS K aMOYJIaTOPHOH KOHCYJIbTAIUM He(poJiora
BriepBbie BBISIBICHHBIE U MOTBEPKACHHBIC IPU TOBTOPHOM HUCCJIEAOBAHUMU:
[Iporeunypust Anoymunypus > 30 mr/cyt (Mr/1)

I'ematypus

Cumxenne CK® no yposust menee 60 mu/mun/1,73 M

IToBbimenne Kp wim Mo4eBUHBI KPOBU

ApTrepuanbpHas rMIepTOHUs, BIEPBBIE BBISIBIICHHAS B Bo3pacte MoJioxe 40
net win crapiue 60 net. Pe3ancrenTHas K JISYEHUIO apTepUalibHast TUIIEPTOHUS.

Hapymienne KOHIEHTpaMOHHON (PYHKIIMH IT0YEK, KaHAJIbLIEBbIE HAPYILICHUS
(HMKTYpHs, TOJIMYPUS], CTOMKAs JAENPeccrs yAEIbHOIO BECa MOYH, TIIIOKO3ypHs IIPU
HOpMaJIbHOM YPOBHE caxapa B KPOBH)

[Tpuznaku cungpoma GaHkoHM, APYTUX TyOYJIOMATHI, PE3UCTEHTHOTO paxmTa

y pebeHKa, 0COOEHHO B COUYETAHUU C HapylIEeHUEM (PU3UUECKOrO Pa3BUTHA.

OcHo6Hble NOKA3AHUA K CHEUUANUIUPOBAHHOMY HePPOI02UUEeCKOMY

CMAUUOHAPHOMY 00C1€008AHUIO

Onurypus (nuype3 menee 500 mir/cyT), anypusi.

bricTpornporpeccupytomee CHKeHHEe (YyHKIUM MOYEK (YIBOCHUE YPOBHS
KpeaTHHUHA KPOBHU MEHEE YEM 3a 2 Mecsa).

Brnepsoie BoisiBnennoe cHmwkenne CK® no ypoHs Huxke 30 Mu/MUH Wid
YPOBEHb KpEaTHHUHA KPOBH > 250 MKMOJIB/JT A1t My K9HH ¢ > 200 MKMOJTB/TT

HedpoTtuueckuit CUHJIPOM (mporeunypus 6onee 3 r/CyT,
TUIO0ATbOyMUHEMHS).

BriepBbie BBISIBIICHHBI MOUEBOU CUHAPOM (TIpoTeuHypus 6osee 1 1/cyT).



AwnarHocTuyeckuida anroputm [2]:

IMamient ¢ Hannunem modoro 3abonesaHis (cM. myHKT 1.8 — 1),
KOTOpOe MOKeT ABIThcA mpirmiHoil XBI1/ mamieHT ¢ mogo3peHieM Ha
0/1HO 113 3ab01eBaHNIl, KOTOpOe MoKeT ABNThCA npianHoil XBIT (oM.
nyHKT 1.8-1Kmaccndnranms)/ namimeHT ¢ HaIirdieM ceMeilHoro
aHaMHue3a XbBIl/mamient ¢ panee nepeHeceHHEM OIII1

\

MapkepEl NOBpeXIeHIIA II0YeK B
TedeHile 3 MecAleR I bolee
(HamIMIe OIHOTO MapKepa IUIH
Gonee)

CK® < 60 /(1,73 M* B

XBII ¢ pacgeToM cTamun

TedeHne 3 Mecalies i Gomee + Ib mo CK® (C1-C5) n

anpOymuHypHH (Al-A3)

v

OTtHomeHNne
ATBOYMIH/KpeaTIHIH A
mMoqi =30 MrT
XBII oTcyTICIBYET { MIHAMITIECKOe
H&SJ]]OAIEBIIE H INEPBHTHAA

npoIIaKTHRA)
q




5.  Anroputm HaOmroaeHus 3a naruerTamu ¢ XbII

Oobuue npunyunst 6edenus nayuenmos ¢ XbI1

XBIT u CC3 umeror obmue Momuduiupyembie GhakTopbl pucka, Haubosee
BOKHBIMM U3  KOTOpbIX ABISOTCIADT wm CHA.  na  npenynpexacHus
nporpeccupoBanusi XbII kiItoueBoe3HaUeHHE HMEET CTPOrMd KOHTpoJb Al
[leneBoim ypoBHem AJly 6ompubix XBII 3-4 sBuserca Al <130/80 MM pr.
cT.Benenune [MAaI[MEHTOB C XBII OCYILECTBIISIETCS 10 aJrOpPUTMY,
MPEIyCMATPUBAIOIIEMY Y4YacTHE CIEIUAIMCTOB KAaK IEPBUYHOM  MEIUKO-
CaHUTApPHOM MOMOIIIM, TAK U CTALIMOHAPHBIX MEAUIIMHCKUX OopraHu3anui (puc. 4).

[1nan Benenust nauuventoB ¢ XbII yunTeiBaeT ctaauio HapyuieHus QyHKIUU
nouek (tadn. 14) [43].

bonbubie ¢ BrepBbie BbIsiBIeHHON XbBII n0mkHBI OBITH HampaBieHbl Ha
Hedposiornueckoe 00cIeI0BaHUE C 1eJIbI0 TOCTAHOBKU HO30JIOTUYECKOT0 TMarHo3a,
noA0Opa STUOTPOIHON U MATOTEHETUYECKOM Teparuu.

Ha cragum XbBII 1, npu coxpaHHOW (QyHKIMH TNOYEK, TeUEeHUE OOJE3HU U
IIPOTHO3 ONPEIEIAETCS BBIPAKEHHOCTBIO MAapKEpOB IIOYEYHOI'O IIOBPEXKACHUS, a
TaKKe OCOOCHHOCTSAMH, MPHUCYIIMMH JaHHON Ho3oioruu. Pemaroriee 3HaueHue
UMEEeT JTHOTPONHAs W TMaTOreHeTHuYecKas Tepamus, Juid Noa0opa KOTOpOu
HEOOXOMMO TPOBEACHHE TINATENbHOW U PepeHInaTbHON JAUArHOCTUKU, B
HEKOTOPBIX CIIy4asX — OMoncuu noyek. Mexy TeM Ha caMbIX paHHUX cTaausx XbII
YK€ JIOJDKHA NPUMEHATh He(PpOKapIMONPOTEKTHBHAs TEparus, OCOOEHHO, - IpH
BBICOKOW MpPOTEUHYpHUH/anbOyMuHypuu. IT0 ke Kacaercs u craaun XbII 2.
HeoOxoaumo perynsipHO NIPOBOAMTH OLIEHKY CKOPOCTH MPOTPECCUPOBAHUS, CTEIIEHU
JOCTMKEHHMSI ~ OCHOBHBIX  LEJNEBBIX  KIMHUKO-TA0OPATOPHBIX  IOKa3aTeseH,
OpoJoJKaTh M, NpU  HEOOXOAMMOCTH,  KOPPEKTHUPOBAaTH  IMpOrpammy
HePPOKAPAUONPOTEKTUBHON Tepanuu. [lanveHTsl ¢ BTOpUYHBIMU HedpomatusMu
npu I'b, CJI HabmromaroTcsd KapIWOJIOrOM, SHIOKPUHOJIOTOM U TEPANEBTOM C
NOJKIIOYEHHEM Hedposora Ha 3Tane MNEPBHUYHOIO OOCIENOBAHMS, a TaKXe Mpu
HapacTaHUM MPU3HAKOB [TOYEYHOTO MOBpEKAeHUs 1/uinu cHukeHun CKO.

Haunnas ¢ XBII 3, Bce OonbHBIC HYXTAIOTCS B 0053aTEIILHOM PETYJISIPHOM
HaOmomeHnn Hedposiorom He peke 1 pasa B 6-12 mecsanes. Iloka3zaHmem K
HEe(PONPOTEKTUBHOMY JieueHWI0O Ha J3Tod crtaamu XbII cmyxar He TOJIBKO
npoTeuHypus/ansOymunypus, HO u cHmwkenue CK®, xkoropoe pocrturaer
3HAYUTENBHOU BBIPAKEHHOCTU. OHO OTpakaeT (POPMHUPOBAHUE OIUTOHE(DPOHUH,
KOTOpasi AaKTUBHU3UPYET YHHUBEPCAJIbHBIE T€MOAUHAMHUYECKHE U MOJEKYJSPHO-
KJIETOYHbIE  MEXaHW3Mbl  HporpeccupoBaHusi  Hedpockiepoza [29]. Poub
HepomnporexkTuBHoro JjeueHus npu XbBII 3 cymectBeHHO Bo3pactaer. B To ke
BpeMsi yBeInuMBaeTcs U puck nobouHsix 3¢ dextoB HAIID u BPA, a takxke - puck
CCO, ocob6enno Ha craguu XbII 3b. [Ipu rmomepynoHedpuTax, eciau COXpaHIETCs
aKTUBHOCTb 3a00JIEBaHUS, CIIEIyET MIPOJOJKATh U NATOTEHETUYECKYIO TEPAITHIO.

XBII 4, kak npaBwiIO, HEMPOAOKUTEIbHA IO BPEMEHU, UMEET MEPEXOIHBIMI
xapaktep. Bo3MoxHOCTH HEPPONMPOTEKTUBHOTO JIEYEHHSI Ha 3TOM 3Tare HeOOoJbIINE,



TaK KaK HET JOCTaTOYHOTO 3araca BPEMEHHU, YTOOBI peaqnu30BajICs €ro MOTEHIal, B
TO K€ BPEMs PUCK OCJOKHEHUU OCOOEHHO BBICOK. TeMm He MeHee, €€ MPOI0JKEHNE
OTIPaB/IaHO, OJTHAKO TPEOYET MOBBIIMICHHOW OCTOPOKHOCTH U 4acTOTO JIa0OPaTOPHOTO
KOHTpOJIA. bonbHbie ¢ 4 ctangueirt XbBII cTaBsaTca Ha y4eT B AUANWA3HOM LIEHTPE, TAE
NPOBOAMTCS  MOJATOTOBKA K  3aMecTUTENbHOW  modeuHod  tepanuu 3T
(popMupoBaHuEe apTEPUO-BEHO3HOW (DUCTYNBI, BaKIHMHAIMS TMPOTHUB BUPYCHOTO
rernaTura).

Ilnan kiaMHUYeCKHUX AeiicTBUi B 3aBucuMoctH oT ctaaun XBII (BO3, 2008)

Cragus Onucanue CKo, NeiicTBus
XbIl mJ/mun/1,73 m

- I'pynma pucka, OP >90 CkpuHuHr, koppekuust OP
XBIT

1 Hopmanbnas WJIH >90 JlnarHoctuka u JICYCHUE INPUYUH
nosbimendass CK® MOBPEKICHUS TTOYKH

2 He3nauurenbHoe 60-89 OLeHUTh MPOTpeCCUpPOBAHUE
cumxenue CK®

3 YMepeHHOEe CHUKEHHUE 30-59 BrisiBrieHHE U JIeueHHE OCIIOKHEHHI
CKo

4 Bripaxkxennoe 15-29 IlogroroBka kK 3aMECTUTENbHOM
cHmkenue CKO IIOYEYHOU Tepanuu

5 Tepmunanbras XITH <15 (wm 3amMecTUTeNIbHAs MOYeYHas Tepanus

reMOIUAITN3)

boneaeiM ¢ XBII 5 moka3aHo 1mtaHoOBOE Hadallo 3aMECTUTEIBHON ITOYECYHOU
Teparuu, 1uainsa, JTM00 TpaHCIIaHTallUsl TTOYKH.
Kaxnas cragus XbII xapakrtepu3yeTcs pa3sHOM CTENEHBIO PUCKA Pa3BUTHS

TITH u CCO u tpebyer pa3nuyHoi BpaueOHON TaKTUKH



6.  HedponporekTrBHas JTeKapCTBEHHAS TepAITUS

OcHOBY HEPPONPOTEKTUBHON Tepamuu COCTABISIOT npenapamvl, OJIOKUpYrOWUe
PAC-uAIll® u BPA (capmanwsi), 4To CBsA3aHO C KiIo4eBoil poibrio PAC B
IIPOrPECCUPOBAHUH HEPPOCKIEPO3a.

OcHOBHOW 3ajayeil Ha3HAyeHHs MpenaparoB, Onokupyromux PAC, sBusercs He
CHIDKEHHE Al a CHUKEHUE IPOTEUHYPUH/ATBOYMUHYPUH. C
AHTUIIPOTEUHYPUYECKOM 1EJIbI0 OHU MOTYT TMPUMEHSATHCS y TALUHUEHTOB C
HopMmoTOHMEN. [loka3aHmeM K Ha3HAYEHUIO JIaHHBIX MPENapaTtoB CUUTAIOT
anpOymunypuro 30 u Beie Mr/cyT. Hasnauenne npemnapatoB, Omokupyromux PAC,
CHW)XACT MCXOJIHBIN YPOBEHb MPOTECHHYPUHN/aTbOYMUHYPUHU B cpeaHeM B 1,5-2 pasa;
MaKCUMabHBIA A(P(EKT IOCTUTAETCS HE cpa3y, a JUIIb CIyCTA 3-6 MecsIeB OT
Hayana Ttepanuu. JIJisi MOCTHXKEHUS HauOoJiee MOJTHOTO AHTUIIPOTEUHYPUUECKOTO
s dexra TpeOyI0TCs 103bl, MPEBBILIAIOIINE CPEAHUE TEPATIEBTUUECKUE.

VY 6oapHbIX C/I-2 0e3 mopakeHusl MOYEK Ha3HauYeHHE OJO0KaTopa aHTMOTEH3MHOBBIX
PELENTOPOB CHUXKAET PHUCK TMOSABICHUS TOBBIIIEHHOW albOyMHHYPUHU, TO €CTh
CILyKUT MeToJIoM npodunakTuku XbII.

KomOunanus mnpemnapatoB, nogasisitomiux PAC Ha pa3HbBIX ypOBHSX (MHTHOUTOD
peHuHa+captaH, HHruOuTOp peHuHa+uAlld, nuAlld+capTan) ¢ HENbIO JOCTHHKEHUS
0oJiee TOJIHOTO AHTUNIPOTEHHYPUUIECKOTO d(hPeKTa mpeAcTaBiIsieTcs: ONpaBIaHHON C
NaTOr€HETUYECKOW TOUKM 3peHusd. OJHAaKO JaHHbIE KIMHUYECKUX HCCIEIOBaHUMA
npoTUBOpeUnBHl. Pe3ynpTarhl HegaBHO mpoBeneHHoro uccienoBanuss ONTAGRET
MoKasajiy, 4ro mupokoe npumeHeHne komOmHaruu WAII® u BPA mpu XBII He
ONpaBJaHO — MPU OTCYTCTBUHU BBIPAXKEHHOW MPOTEHMHYPUU OHA MOXKET OKa3bIBATh
HETaTUBHOE BJIMSHUE HA (PYHKIIUIO TTOYEK.

[TosTtomy komOunupoBanHoe JieueHue HAII® u BPA B Hacrosiiee Bpems
PEKOMEH/IYETCs TOJIbKO MPHU BHICOKOM MPOTEUHYPHUH B CiIydae, €Clii MOHOTEpaIus He
nana AoibkHoro dAddexkra, B OCTaJbHBIX ClIyyasx OHa HeleliecooOpas3Ha.
Heo6xoaumo cTporo KOHTPOJUPOBATh YPOBEHb Kajlvs, KpEaTUHWHA U MPOXOAUMOCTh
MOYEYHBIX apTEePU.

[ToBwimienue A/l u XBII TecHO B3aUMOCBSI3aHbI IO MPUHIIUITY «IIOPOYHOTO KPYyTay.
AprepuanpHas THUNEPTEH3Hs, KaK JCCelualibHas, TaK W BTOPHUYHAS IOYEYHas,
oOnagaeT JOKa3aHHBIM B XOJI€ MPOCHEKTUBHBIX HCCICAOBAHUI HEOIArOmpUsITHHIM
BIIUsiHUEM He ToJbko Ha puck CCO, HO U Ha ckopocTh nporpeccupoBanus XbII. B
TO k€ BpeMsi 3(PdeKTHBHAS AHTUTHICPTCH3UBHAS TEpanus JOCTOBEPHO OTIAJSET
BpeMss HactyruieHus TIIH, sdABmssce npm 3TOM M BaXHBIM  CPEICTBOM
KapAUOIPOTEKIIUH.

Heo6xonumocts camxenust AJl no obmenonysnsiuronHoi HopMbl (140/90 mm pr. cT.)
nipu XbII He BBI3bIBAET COMHEHUS.

Takum oOpa3oMm, Ha CETOAHSIIHUNA JI€Hb, B COOTBETCTBUU C Poccuiickumu
HallMOHAJIbHBIMU peKoMeHaauusmu no BeaeHuto XbII, neneBbiMu ypoBHsmu A/l y
nanueHToB ¢ XbII ¢ ontumansHOlN cTeneHplo anbO0ymuHypuu (He Menee 10 Mr/r)



CleAyeT cuuTarh cuctonndeckoe -meHee 140 u nquacronmyeckoe - menee 90 MM prT.
cT. [Ipu Oonee BbicOKOI cTeneHn anbOymMmunypud (Al-A4) 1 HAIMYUU NPOTEUHYPUU
(kak y OonbpHBIX ¢ nuabetmyeckodl Hedponatuel, Tak u 6e3 CJ[) — cucronnyeckoe
AJl menee 130 u nuactonnueckoe menee 80 MM pT. cT. CHUKEHHUE CUCTOIUYECKOTO
A/l no ypoBHs HuKe 120 MM pT. CT. cuuTaercs HeOIaronpUsTHBIM.

Anmazonucmul Kanbyus COCTABISIOT BTOPYIO TPYMIy IMpenaparoB, 3(QQGeKTUBHO
JOTOJIHAOIINX cpencTBa, noaasisomue PAC. OHu HEONHOPOAHBI IO CBOEMY
BO3/EMCTBHIO HA LIEHTPAJIBHYIO U TOYEYHYIO F'€MOINHAMUKY .

HenurnaponupuanHOBbIE aHTATOHUCTHI KalblUs (BEpanaMul, TUJITUA3EM) CHHXKAOT
AJl 3a cyer yMEHbBIIEHHUS CEpACUYHOr0 BBIOPOCA, CHIDKAIOT YacTOTY CEpJEUHBIX
COKpaIIeHUH M TMOATOMY € MOTYT coueTaThcsi ¢ [-aapeHobOnokatopamu. OHU He
MOBBIMIAIOT KITyOOYKOBOE JaBJICHUE, HE YCWIMBAIOT MPOTEHHYPUIO U JIAXKE MOTYT
OKa3bIBaTh YMEPEHHBIN aHTUTIPOTCHUHYPUICCKUN I (PEKT.

IIpyHIKWIIBI AHTUTUTIEPTEH3UBHOW Tepanuu npu XbII

. Cumwxenne AJl oOnamaer aoka3zaHHbIM Hedpo- M KapAUONPOTEKTUBHBIM
NEUCTBUEM

. [eneBoit ypoBenb AJl Hrke, uem y mroneit 6e3 XBII - 120-129/70-75 mm.pr.
CT.

. Ob6ecneuenne ctabuibHOCTH AJl, IpeaynpexaeHe TUIIEPTOHNYECKUX KPU30B
Y BIIM30/10B TUIIOTOHUU

. VYcrpanenue uU30BITOYHOTO Beca, OOMEHHBIX HApYIIEHWW, OTpaHUYCHHE
ynotpeosnenus ananbretukoB u HIIBII, pe3ko camkaronmx 3 PeKTHBHOCTD JCUCHUS

. Hcnonb3oBaHne KOMOMHUPOBAHHON MEIMKAaMEHTO3HOM Tepamuu (B CpeIHEM,
TpeOyercsa 3-4 mpemapata) MOHOTepamus mpenaparamu, Onokupyrommmu PAC,
Her(p(peKTUBHA.

. TuazugHele ModeroHHsle npenaparbl ManodpdexkruBHbl npu XbBII 3-5 u
ONacHbl M3-3a pUCKa ypaTHOro kpusa. OCHOBa JIEYEHHUs] — NETIEBBIE MOYETOHHBIE
npenaparsl

. Hudenunua v aMioaunuH MOTYT YCHIIMBATh MPOTCHHYPHIO U KITYOOUKOBYIO
THIIEPTCH3UI0, UX KOMOHWHAIMS C TMpemapaTamu, nogasisirommmvmu PAC HuBenupyer
3TOT 3P HEKT.

JluruaponupuIuHbL, B IEPBYIO ouepe/lb, Mpenaparsl HUdenunuya, canxatot AJl 3a
CUeT Ba3OAWJINTUPYIOLIETO JIEWUCTBUS, MOTYT BbI3bIBaTh TaxXHKapIWI0O U 3a CUET
ycuieHus: mnepdy3un  KIyOOUKOB yCHIMBATh KIYOOUKOBYIO THIEPTEH3HIO H
npoTenHypHio. x xomOuHanus ¢ npenaparamu, noaasisitonumu PAC, HuBenupyer
JAHHOE HEeXeJaTeJIbHOe SIBJICHUE.



B-ampeHoOIOKaTOPEl HE CHWIKAIOT TPOTEUHYPUIO, HE O0O0JIaaloT JIO0Ka3aHHBIMU
HE(POPOTEKTUBHBIMA CBOWCTBaMH © mnpuMeHsroTcss npu  XbII B kaudecTBe
BCIIOMOTATENbHBIX — IS JOTOJHUTEIBHOrO CHWXEHHS AJl, a Takke C ULEeNbIo
KapJAHUONPOTEKIIMU. DTO K€ OTHOCUTCS K arOHUCTaM MMUJIA30JIMHOBBIX PELENTOPOB,
KOTOpPbIE OCOOCHHO TPEANOUYTUTEIbHBIM Yy TAIMEHTOB C METa00JIMYEeCKUM
CHUHJIPOMOM.

0-aJIpeHOOIOKATOPhl, a Takke aiab(a u OeTa-aApeHOOJOKATOPhI MPEICTABISIOT
COOOM «TSDKENYIO0 apTUILICPUIOY IS JICUCHHS Hanbouiee TsHKenou, pesucteHTHor Al
[Ipn wx HazHayeHun narueHtam ¢ XbBII, ocobernHo Ha 3b-5 cTagum u MOXUIOM
BO3pacTe HY>KHA IPEJICNIbHAS OCTOPOKHOCTh C IEIBbI0 IMPEIOTBPAILLCHUS SIU30/10B
TUIIOTOHMH.

Takum o00pa3oMm, NOpU YMEPEHHOW THUIEPTOHUU U BBIPAKEHHOW MPOTEUHYPHH,
MOTYT UCHOJB30BaThCsl KoMOuHanuu HAIID+HeuruaponupuInHOBBIA aHTaTOHUCT
KaJIbLIMs WM TPOMHAs cXeMa: capTaH+HHIHOUTOp peHWHA+HEIUTUAPONUPUANHOBBIN
aHTaroHucT Kanblus. [Ipu HE0OX0IMMOCTH €€ MOKHO YCHIIUTh JUYPETUKOM.

O} PeKTUBHOCTh KOPPEKIMH KIETOYHBIX MeXaHU3MOB nporpeccupoBanust XbII npu
Al' ompepnensiercst ctaavel ¥ BapUaHTOM coO4YeTaHMsl Oa3UCHBIX MpenaparoB. B
CJly4dae MCIOJIb30BaHUsl KOMIUIEKCa, BKIoUaromero HAII®D, craTtuHbl U KETOAHAIIOTH
HE3aMEHHMBIX aMUHOKHUCIIOT, BO3MOXKHO JocTuxkeHue Topmossiero (mis XbII 1) u
crabummsupyromero (ans XbIT 3) addekra, mpexae Bcero, 3a cueT BIUSHHUS Ha
ypoBHH (akropa Hekposa omyxoidu TNF-o, MOHOIMTApHOTO XEMOTAKCHYECKOTO
dakropa MCP-1 utpanchopmupyrormiero poctoBoro pakropa TGF-B1[50] (puc. 3).

INmnepnmununemust npu XBII Bctpeuaercs cronp xe 4dacto, kak Al — y 75-80%
OOJBHBIX, XYyX€E MOJIaeTCs KOHTPOIIo, yeM y mojeit 6e3 XbII, nepeako He momydaet
JOJHKHOM OLIEHKH U KoppeKuuu. OHa HaOM01aeTcsl HE TOJIBKO MpU HEQPOTUIECKOM
CHHIPOME, HO M YMEPEHHOW MPOTEUHYPHUH, KOPPEIUPYS C €€ BBIPAKEHHOCTHIO.
l'unepnununemuss npu XBII nposiBasieTcs HE TOJBKO MOBBILIEHUEM OOIIETO
XOJIECTEPUHA 32 CYET €ro aTepOreHHbIX (PpaKUuil, HO U THUNEPTPUTIULEPUAECMUEH,
KOTOpasi, IO IOCIEAHUM JAHHBIM, MOXET OKAa3blBaTb CaMOCTOSITEIbHOE
HeOJlaronpuaTHOE BIMAHME Ha NOYkH. OTIOXEHHEe JHUIHUIOB B ME3aHTUU U
TyOyJIOMHTEpCTUIIMM WrpaeT BaXHYI poib B nporpeccupoBanuu XbII, a
HeOnaronpusTHoe BausHue runepiaunuaeMun Ha puck CCO npu XBII Beie, uem y
JIoIeH 0e3 3a00JIeBaHUN ITOYEK.

[IpyHIMITBEI KOPPEKTUPOBKY TUNIEpaUIHAEMIUN Tipr XbI1

. Jlnera BaxkHa, HO HeJOCTaTO4YHA. Bce mMmanmueHTsl HYXAAOTCId B
MEJINKAMEHTO3HOM JICUEHUN.

. OcHoBa Tepanuu — CTaTHHBI, oOJIagaroniue BBIPA’KEHHBIM
AHTUTUTICPIUTTUIEMUYECKUM, YMEPEHHbIM AHTUINIPOTEUHYPUUECKUM,
aHTUNpouepaTUBHBIM, Ba30MPOTEKTUBHBIM JIeUCTBUEM. Tepamus — IMOCTOsSIHHAs,
JI03bI, KaK IPaBUJIO, CPEIHUE WU BHICOKHE.



. [leneBbie moOKa3zaTenu: XoJecTepwH <5,2 MMOJB/JI, TpUraulepuabsl <l1,7
MMoIIb/1. OOCyKaaeTcs 1eiaecoo0pa3HoCTh 0oJiee arpecCCUBHON TepaIuu.

. JIOTIOTHUTENBHOE JI€UEHHUE — 3€TUMUO, MPU BBIPAXKEHHOW TPUTITULEPUIEMUH.

I'mnepypukemuss npu XbII Taxxke BcTpedaercss ¢ BBICOKOM YacTOTOM, KOTOpas
HapacTaeT Mo Mepe CHIDKeHHMS (yHKIMM movek. ['opa3no daiie oHa NpOTEKAeT
CKpBITO U, OCTaBasAChb HEPACIO3HAHHOW, MPHUBOAUT K LIEJIOMY PAY OCIOKHEHUW CO
ctoponsl mouek U CCC. DTO ypaTHble KpPHU3bl C OCTPbIM HapyuieHueM (GYHKIUU
MoYeK, KaMHeoOpa3oBaHue, HHTEPCTUIIMANbHBIN Heput. ['unepypukemus npu XbI1
SBIIICTCS OJIHOM U3 MPUYMH dHIOTEIHAIBHON TUC(YHKIINH, yCYTyOJIsSeT MOBBIIICHHE
AJl, Hapyl1aeT Mo4YeyHyl0 NeMOJMHAMUKY, YCHUJIMBas KIyOOYKOBYIO THIIEPTEH3HIO,
YCKOpSIET IPOTPECCUPOBAHUE ATEPOCKIIEPO3a.

Hapactanue wxonnentpammun MK ©Ha 1 MI/mn BbI3BIBaCT MOBBIIICHUE YPOBHS
cuctommyeckoro AJ[ Ha 30 MM pT. CT. C pa3BUTUEM THHEPTPOPUU TIOMEPYISIPHOIO
kiyoouka [39, 75]. B To e Bpema Al siBnsieTcs pakTopoM pUCKa TMIEPYPUKEMUH U,
COOTBETCTBEHHO, MOJArpbl, a TaKXKE YTSDKENAET €€ TEUEHUE 3a CYET CHUKEHUS
[IOYEYHOr0 KpOoBOTOKa U yBenunuyeHus: peabcopbuuu MK [78]. Kymnapenko H.H. ¢
coaBT. (2016) BeisiBuna XbI1 y 72,4% G0npHBIX ¢ MOJArpoil, 4acTOTa BCTPEYAEMOCTH
KOTOpOHM 3aBUCHUT OT Haimuuusi Al'. YCTaHOBJIEHbI KOPPENSIIMOHHBIE B3aMMOCBSI3U
TUIepypukeMur ¢ HekotopbiMu TiokazatensiMu CMAJL u  ypoBHeM CKO,
NOATBEpXkKAaroIme BO3MOXHYI0 posib MK B passutum u nporpeccupoBanuu Al u
XBIT [30].

Hapymienuss dochopHO-KampIneBOoro oOMeHa BCTPEYAIOTCS C BBICOKOM YacTOTOM
npu XbII-3b, y 6onpmmncTBa 60nbHBIX ¢ XBII 4 u y Bcex 60mpHBIX ¢ XBII 5. O
COTPOBOXKIAFOTCS MTOPAKEHUEM KOCTEH (0CTEONOpo3), KAIbIU(PUKAIIMEH COCYIUCTON
CTEHKH M MHOKap/a, pa3BUTUEM TSKEJIOW CUCTOIMYECKON Al, BBICOKMM PHCKOM
CCO. Bcem 0onbHbIM, HaunHas ¢ XbII 3b, noka3aH KOHTPOJb YPOBHS KalbIHs H
dbochopa KpoBH, MpU HEOOXOAMMOCTH — TMapaTUpPEOuHOrO ropmona. [losTomy
BaXEH pEryJsipHbIA KOHTPOJb ypOBHA Kaibuus u ¢ochopa B kpoBu [40]. Ilpu
TSOKENBIX HAPYIIEHUAX HCIONb3YIOTCA KaIbIIUMUMETUKH, XUPYPTUUYECKOE JIEUECHUE
runeprapaTupeosa.

AHeMHUs — OOHO U3 OCHOBHBIX ociiokHeHUU XbBII.

Ee rnaBHas mnpuumHa — JACQUIUT TOPOAYKIUMU T[MOYKAMU IPUTPONOITHUHA.
bonpmmuacTBy OG0nbHBIX XBII 4-5, HO Hepeako W Ha Ooliee paHHUX CTAOUSIX,
TpeOyercs MIOCTOSIHHAS MOIEPKMBAOIIAS Tepanus IpernaparamMu,

CTUMYJIUPYIOIIUMHU 3PUTPOII0I3. AHEMHUSI MOXKET BHOCUTD JIOTIOTHUTEIBHBIN BKJIA] B
nporpeccupoBanue XbII 3a cuer XpOHMYECKOrO THUIIOKCHYECKOTO ITOBPEKICHUSA
TyOYJIOUHTEPCTULIMU TTOYEK.

Jlnana3zoH onTuMaibHBIX 3HaYeHU remorioduHa npu XbII oyens y3ok — 110-120
/1.



VYcmexu coBpeMEHHON HEe(PpPOMPOTEKTHBHOW TEpanmuu IOKAa3bIBAIOT PE3yJIbTaThI
MPOCHEKTUBHBIX KJIMHUYECKUX MCCIEAOBaHUM, B KOTOPBIX PHUCK pa3BUTHUS
tepmuHanbHO XBII y OonbmmHCTBAa OOJNBHBIX HA0ETUYECKON Hedpomnatuend u
moMmepyioHedputoM cHumkainca Ha 33-50%. Ilpu mgiutenbHOM HaOIIOACHUU
OOJIHBIX XPOHUYECKUM TIJIOMEpYJIoHEePUTOM, JieueHHbIX HAIID pamunpuioMm B
pamkax nponoinkeHus uccienoBanus REIN, okaszanoch, 4To y 4acTW NAIMEHTOB
HaO0JII01aNIach HE TOJIBKO CTaOWIM3alMs, HO U JajbHeiIIee ynydiieHue (pyHKIUH.
OTH JaHHBIE TOJHOCTBIO COMIACYIOTCA C TEOPETHYECKUMH NPEACTABICHUAMHU O
He(dpOCKIepo3e Kak MOTEHIMAIBHO 00paTHUMOM TIpolLiecce.



3aKIIOYECHHE

XBII — MmynbTUIMCUMIIMHAPHAS MpoOJemMa, 3aTparuBarolas JeATeIbHOCTb
Bpayell I[MMPOKOro cmnekrpa cnenuanpHocTerd. Pacxoner Ha 3IIT cocraBustoT
3HAUUTEIBHYIO YacTh OIO/IKETa CUCTEMBI 3[JPABOOXPAHECHHUS.

OcuHoBubiMHu TipuunHamu TTIH gBisiroTcst HE TepBUYHBIE 3a00J€BaHUS TOYEK
(rmomepysioHeppUT, HaCIEACTBEHHbIE OOJIE3HU MOYEK), a BTOPUUYHBIE Hedpomnatuu
(Tmabernueckas, TUIIEPTOHUYECKAs!, UILIEMUYECKas]).

OcHoBHOU npuunHOW cmepTu nauueHToB ¢ XbII sBusgercs He ypemus, a CCO,
BCTpEYAIONIMECS y MAMEHTOB C HAPYIIEHHON (DYHKIMEHN oYeK B JECATKH pa3 yalle,
4yeM B 0011el TOMYJISALHUN U UMEIOIIHNE CBOM OCOOEHHOCTH.

OCHOBHBIM TOTEHUMAJIOM B pPAHHEH [HUAarHOCTUKE W  JIOJITOCPOYHOM
HaOmogeHun nanueHToB ¢ XbBII  obmagaroT BpauM NEpPBUYHOTO KOHTAKTa,
paboralomue B YUPEXKACHHUSIX MEPBUYHOM  MEIUKO-CAHUTAPHOW  MOMOIIM:
YYaCTKOBBIE BpayM-TE€PaNeBThl, SHJIOKPUHOJIOIH, KapJUOJOTH, Bpayd oOIIen
IPAaKTUKHU (CEMEWHbIE Bpaun), K KOTOPbIM, B MEPBYIO OUYepeb, 00palarTcs U Moj
HaOJII0JIEHUEM KOTOPBIX HAaXOJSATCs MAllUEHThI, BXOJISIINE B TPYIITY PUCKA.

Hannuwne XblIceppe3Ho yCIIOXKHAET JUAarHOCTUKY U JIEYEHUE COIYTCTBYIOLIUX
3a00yieBaHUM, OrpaHWYMBas BO3MOXKHOCTb  HMCIOJIb30BaHUS  psia  LIUPOKO
OPUMEHSIEMBIX  JIEKAPCTBEHHBIX  IpenaparoB  (HEKOTOpblE  AHTUOMOTUKU U
anturuneprensuBHeie npenapartel, HIIBII n ananeretnky, peHTT€HOKOHTPACTHBIE
CpEICTBa, ApPYyrue MOTEHLIHAIbHO HE(PPOTOKCHUYHBIE CPEACTBA, JIIOOBIE Npenaparsl,
AKCKPETUPYEMBIE TOUKAMH);

3a/1auu NOpaHHEN JUArHOCTUKE, TOJITOBPEMEHHOM MOHUTOPHHIE NTALIUEHTOB
¢ XbII, obecneyenunto >3Pp¢PeKTHBHON HEDPONPOTEKTUBHOU TEPANHH, AOCTUKEHUIO
PEKOMEH/IOBAaHHBIX LIEJEBBIX KIMHUKO-JIa0OpAaTOPHBIX II0Ka3aTeaeil MOryT ObITh
pelIeHsl  TOJIBKO Onarogapss BBICOKOMY YPOBHIO OpraHu3alMd M KOOpAUHALUU
NEATEIbHOCTA PA3JINYHBIX CIIEIUATMCTOB, KIIOUEBYIO POJb CPEIH KOTOPBIX HUIPAET
YYaCTKOBBIHM Bpad-TepaneBT WU Bpay OOIIeH IPaKTUKU (CEMEWHBIHN Bpay).
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