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A. AHHOTAIUA

[IpencraBneHHble peKOMEHAAUU 000OLIAIOT MPUHATHIE B MUPE MOJIXOABI K TUATHOCTUKE H
JEYECHUI0 TMopaxkeHuss nouek npu nypnype Illenneiina-I'eHoxa. OHM cocTaBiI€HBl B
COOTBETCTBUM C COBPEMEHHBIMU MEXAyHapoaHbIMU [1] ®  oredecTBeHHbIMU [2,3]
PEKOMEHAALMSAMH [0 JICUCHHIO TJIOMEPYJOHE(PUTOB, OCHOBAHHBIMM Ha pe3yJbTarax
CHCTEMaTHYECKHUX O0030pOB M METa-aHAJIM30B PENCBAHTHBIX KIMHUYECKUX HCCICIOBaHHUN, a
TaK)K€ HAKOIUICHHOM HAa CErOJHSIIHUNA OTEYECTBEHHOM OIIBITE aJalTalud MEXIyHapOJHbIX
PEKOMEHIallUi K YCI0BUAM POCCUICKOr0 34paBOOXpaHECHMUS.

Jlannele PexoMeHpanmu He clexyeT paccMaTpuBaTh B KayecTBE CTaHAAapTa OKa3aHMA
MEIULIMHCKOW TIOMOIIY, IOCKOJbKY B CYIIECTBYIOIIEH KIMHUYECKOM MpPaKTUKEe O00BbeM
JIMAarHOCTHKH M JICUEHHUs] ONpeeNseTcs WHIAUBUIYaJbHBIMH OCOOCHHOCTSAMHU MAIMEeHTOB,
JIOCTYITHOCTBIO ~ Pa3iMYHBIX  JIGKAPCTBEHHBIX CPEACTB M OCOOEHHOCTSAMU/CIEHU(PUKOM
KOHKPETHOTO JIeYeOHOr0 yUpeKICHUs. 3a YMECTHOCTh IPUMEHEHHUsI JTaHHBIX PexoMenmanuii B
KOHKPETHOW CUTyalluy HECET OTBETCTBEHHOCTh MCIIOIB3YIOMINUN X Bpad.



b. OI[EHKA CHJIbl PEKOMEHJAIIMM #W YPOBHA MHX
JOKA3ATEJIBHOCTH

Jlns peKkoMeHIAIMii cuila yka3zaHa Kak ypoBeHb 1, 2 miM «HeTr crerneHu» (Tabi.l), xaduecTBo
JOKa3aTelIbHOM 0a3bl 0003HaueHO Kak A, B, C (1ab6:1.2).

Tabnuna 1. Quenka cunvl pekomenoauuii
(coctaBiieHa B COOTBETCTBUHU ¢ KiiMHMUecKuMU pexkomenaamsamMu KDIGO)

Yposenn OueHka peKoOMeHaanui
Co cTtoponbl nanuenToB | Co cTOpOHBI Bpaua JanbHeiimee
HanpaBJeHHe
HCIO0JIb30BAHUS
Yposens 1 IHopasnsromee IHopasnsromemy Pexomennanus MOXKET
«IKCHepThI OONBIIMHCTBO MAUCHTOB, | OOIBIIMHCTBY CcBOWX | OBITH MPUHSTA B KAaueCTBE
PEKOMEHAYIOT» | OKa3aBIIMXCA B MOAOOHOHM | MaMEHTOB Bpad OyJeT | craHaapTa JIEHCTBUS
CUTyalluH, MPeanowIn Obl | pEKOMEHI0BaTh MEIWIMHCKOTO IIepCOHaa
CJIeI0BaTh clenoBaTh MMEHHO 3THM | B OOJBIINHCTBE
PEKOMEHIyEeMbIM IIyTEM U | IyTeM KIIMHUYECKUX CUTYalui
TUIIs  HeOOJbIIasl dYacTh
W3 HUX OTBEPIIH ObI 3TOT
myTh
Yposens 2 Bonpmas yacTh | Jid pa3HbIX NauuMeHToB | PekomeHaauuu, BEpOSTHO,
«IKCHepThI MalKUEeHTOB, OKa3aBILIMXCS | CIEAYEeT noadupaTs | IOTPEOYIOT 00CYXKICHHUS C
M0JIaraT) B MOJOOHOW CHTyaluH, | pa3jindHbIe BapHaHTbI | y4acTHEM BCEX
BBICKa3alnuch ObI 3a TO, | pEKOMEHIAIHH, 3aMHTEPECOBAHHBIX CTOPOH
9TOOBI CJIEJIOBATh | MOAXOASAIINE HMEHHO UM. | 0  TPUHATHS  HX B
pexoMeHayeMbIM  myTeM, | Kaxmomy MAIUEeHTY | KAa4eCTBE  KIMHHUYECKOTO
OJTHaKO 3HaYUTENbHas | HE0OXoaMMa TOMOINb B | CTaHAApPTa
gacTb OTBepria OBl 3TOT | BBIOOPE W NPUHATHH
nyTh pemeHus, KoTopoe Oyaer
COOTBETCTBOBATh
LEHHOCTSIM u
MPEINOYTEeHUAM JaHHOTO
ManyeHTa
«Her JlaHHBII ypOBEHb NPUMEHSETCAd B TeX CIIy4asx, KOIJla B OCHOBY PEKOMEHIAINH
rpajanumy YKJIaabIBaeTcd 3APABBI CMBICH HCCIEAOBATeNA-3KCIepTa WIM TOTJAa, Koraa
HT) oOcyxmaemass TeMa HE JONYCKaeT aJeKBAaTHOIO MPHMEHEHUS CHCTEMBI
JIOKa3aTeIbCTB, NCIOIb3YEMBIX B KIMHIHYECKOH NMPaKTHKE.

Tabnuua 2. Quenka kauecmea 0okazamenbHoll Oa3vl
(coctaBiieHa B COOTBETCTBUHU ¢ KiIMHMUecKUMU pexkomenaamsamMu KDIGO)

KauecTBO 3HaueHne
JoKa3aTeJJbHOMH 0a3bl

A — BBICOKOE OKcnepThl YBEpeHbl, 4To HabmogaeMblil 3 ekt 630K K 0KuIaeMoMy

B - cpennee DKcIepThl MoIararoT, YTo HaOmrogaeMblii 3¢ ekt 6IU30K K 0KUAAEMOMY, HO
MOJKET M CYIIECTBEHHO OTIMYATHCS

C — Hu3KOE Habmrogaemsiit 3¢(eKkT MOXKET CyIIEeCTBEHHO OTJIMYAThCcAd OT O0XKHIAaeMOTo
¢ ¢ekra

D — Ouens HHU3KOE Osxupgaemblit 3QPEKT OYeHb HEOTPEACICHHBINH 1 MOXKET BECbMa OTIMYATHCS OT
Ha0II01aeMOT0

Metoabl, ncnosb3yemble 1JIs1 GopMyTHPOBKH pexkoMenaanmii: KoHceHcyc akcnepToB




B. CIUCOK COKPAIIIEHUM

AT’ apTrepuaabHas TUIEPTEH3Us

All apTEpUAIIbHOE IABJICHUE

bEPA 6J10KaTOpBI pelenTOpOB aHrnoTeH3uHa I1
I'H TJIOMEPYJIOHEPPUT

u-Alld MHTUOUTOPBI aHTHOTEH3UHIIPEBpAILAIOIIEero epMeHTa
HC HEe(POTHUYECKUI CHHAPOM

OITH OCTpasi IOYEeYHAask HEJOCTaATOYHOCTh

Iy IIPOTEUHYPUS

[THIT IIypnypa Illenneiina-I enoxa

CK®D CKOPOCTh KJIIyOOUKOBOH (huibTpanuu

TIIH TepMHUHAIbHAs [IOYE€YHAsI HEAOCTATOYHOCTh
XBII XpoHUYecKast 00JIe3Hb MOYEK

XIIH XPOHHUYECKAS IOYEUYHAST HEJOCTATOYHOCTh

I'. KOJJUPOBAHUE I'H-IIIIT IO MEXKJIYHAPOJHOHU KJIACCUPUKAIIUA
BOJIE3HEM 10-IIEPECMOTPA (MKB-10)

Kinacc XIV: bone3nn MO4YEn0I0BOH CUCTEMBI
brox NOO-NOS: I'momepynspabie 6osie3HHA

N00.3 | Octpslit HEppuTHUECKHH CUHAPOM — U Py3HBINA Me3aHTHAIBHBINA TPOJIU(EpaTUBHBIN
TJIOMEpYJIOHEPPUT

NO1.3 | Beictponporpeccupyromuii HeppUTHUECKUI CUHAPOM — TP PY3HBIH Me3aHTHaTbHbIH
nposidepaTuBHBINA TIOMEPYIOHEPPUT

NO02.3 | PenunuBupytomas ¥ ycToiHuMBas reMaTypust — 1uddy3HbIi Me3aHT HaTbHBIN
nposidepaTuBHBINA TIOMEPYIOHEPPUT

NO03.3 | Xponuyeckuiit HeppUTHIECKUN CUHAPOM — UG GY3HBIN ME3aHT HATbHBIN
nposidepaTuBHBINA TIOMEPYIOHEPPUT

NO04.3 | Hedporuueckuii curipom — auy3HbIid Me3aHTHAIbHBINA TPOIUpepaTUBHBIN
TJIOMEPYJIOHEPPUT

NO05.3 | Hedputnueckuii cMiHAPOM HEYTOYHEHHBINH — TU(PPY3HBII Me3aHTUATbHBIH
nposidepaTuBHBINA TIOMEPYIOHEPPUT

N06.3 | M3onupoBaHHasi NPOTEUHYPHS C YTOUHEHHBIM MOP(OIOTHYECKUM HOPaKEHHUEM —
1 Py3HbIA Me3aHTHAIBHBIN TPonH(epaTUBHBINA ITIOMEPYIOHEPPUT

NO07.3 | HacnenctBeHHas Hedponatusi, He KiIacCu(UIIMPOBaHHAS B IpPYTHX pyOpHUKax —

1 Py3HbIA Me3aHTHATBHBIN PO (epaTUBHBINA ITIOMEPYIOHEPPUT




1. BBEAEHUE
Omnpenesnenune

[Typnypa Lllenneiina-I'enoxa (cuu.: reMopparndeckuii BacKyJIuT, aHAQUIAKTOUIHAS MypIypa,
reMOpparM4eckuii  KanWwIUIIPOTOKCUMKO3)  —  CHCTEMHBIM  BAacKyJuT,  IOpa)Karolui
IPEUMYIIECTBEHHO COCYAbl MHKPOLMPKYJISTOPHOTO pycia (apTepHoibl, KalWwuIspbl H
IIOCJIKANIMJUIAPHBIE BEHYJIbI) M XapaKTEPU3YIOLIMMICS OTIOKEHHWEM B HX CTEHKE MMMYHHBIX
JIETIO3UTOB, COCTOSIIIMX IPEUMYIICTBEHHO W3 HMMMYHOIVIOOYyJIHMHA A, KOTOPBIA KIMHUYECKH
IIPOSIBIISACTCSL IYPIIypOil (KOXKHOM TIeMOpparndeckoi ChIbI0) B COUYETAHUM C MOPaKEHUEM
CYCTaBOB, JK€IIyJOYHO-KHUIIIEYHOI'O TPAKTa U IIOYEK.

INUIEeMUO0JIOr U

[Typnypa Illenneiina-I'enoxa (IILOI)) mokeT pa3BUTbCAs B JIIOOOM BO3pacTe, OJHAKO
[IPEUMYILECTBEHHO Iopaxaer nered. Jlanuele o pacnpocrpaneHHoctu [IHIIT Bapeupyror B
3aBHCHUMOCTH OT UCHOJIb3yEMBIX KPUTEPUEB IUAarHOCTUKHU, cocTaBisist oT 6,1 ciiydaeB Ha 100000
nereit B Hunmepnangax mo 20,4 cimywsaeB ma 100000 nmereit B BenukoOpuranuu [4-7]. Iluk
3a005IeBa€MOCTH TMPHUXOAUTCA Ha Bo3pacT oT 2 mo 6 ner [8]. C BO3pacToM YacToTa HOBBIX
ciyuae [IIII" cHmxaercs, cocraBiss y B3pocibix okoio 1,3 cinywyaeB Ha 100000 Hacenenus B
roa [9]. 3aboneBaemocts IIIII" He 3aBUCHT OT PacoBOW WMJIM 3THUYECKOH MPUHAIICKHOCTH.
My>4HHBI ¥ )KEHIIUHBI 3200J1€BAIOT C OJMHAKOBOM YaCTOTOM.

Yacrora nopaxkenus nouek npu [T y B3pocnbix Bappupyet ot 45 1o 85% [10]. Ognaxo cpenu
Bcex rnomepynonedgputos (I'H) I'H, obycnosnennsiii IIILI, cocraBuser Tonbko 0,6-2% [10-
12].

Y 35-50% mnaumenroB I'H-IIIIIT ¢ TpaHCcIaHTHUpOBAaHHONM IIOYKOM OTMEYAaeTCs pPELMIUB
6ose3nu B TpaHcmianrate, y 10 % — ¢ nmonHoii norepeit ero ¢pynkiuu [13].

ITHOJOTrUA

Otmonorug [11II" uenssecra.

B xadectBe mpoBouupyomMx (HaKTOpOB paccMaTpUBAIOT OaKTepUabHbIE M BHUPYCHBIC
MHQPEKIUH PECTUPATOPHOTO U JKEITYAOYHO-KHILIEYHOTO TPAKTa, & TAKXKE aJIKOrojb (B TOM YHCIE
HEKpETKUE HANWTKHU), JEKAPCTBEHHBbIE M IUIIEBbIC AJJICPreHbl, TPAaBMBl, YKYChl HACEKOMBIX,
BaKIMHALINIO, IEPEOXJIAXKICHNUE.

ITaTorenes

[MIIOI" npencraBusieT coOOW BAaCKYJIUT MEIKHX COCYJOB C OTJIOXKEHHEM COJEpKaIINX
umMmyHornooynunael A (IgA) mMMyHHBIX KoMIuiekcoB u C3 B aprepHonax, Kanwuisipax H
BEHYJIaX pa3JIM4HbIX OPraHOB U TKAHEH.

B BosHuknOBenuu I'H npu IIIIIT Benymyro posnb UIrparOT U3MEHEHMs CTPYKTYPbI MOJIEKYJIbI
IgA, o0ycioBJI€HHBIE HAapyIIEHUEM IMPOLECCOB INIMKO3WIMPOBAHUS U TOJIMMEpH3AlUU U, Kak
CIIEZICTBUE, HApYLICHUs €€ B3aUMOCHUCTBUS C OenkamMM MaTpukca, perenrtopamu k IgA Ha
ME3aHTMAJIBHBIX ~ KJIETKaX, JICMKOLMTaX W TelNarouurax, ¢ KOMIIOHEHTAMU CHUCTEMBI



KOMILUIEMEHTa, NMPUBOJAIIMM K JCMOHUPOBAHUIO MOIMMEpHOro IgAl B Me3aHrum u 3amycky
CHHTE3a DPa3JIMYHbIX LUTOKMHOB M (AaKTOPOB POCTa KIETKAMU MOYEK U IHPKYJIUPYIOIIMMU
KJIETKaMHU C Pa3BUTHEM XapaKTEPHBIX MOP(OIOTHYECKUX U3MEHEHUIA.

Oo6mnocts natorene3a ['H mpu [MIHIN ¢ IgA-nedponaTued npruBena K MOSBICHUIO TUIIOTE3bI O
TOM, YTO OHU MPEACTaBISIOT COOOW CHCTEMHBIN U JIOKATbHBIN (MTOYEUYHBIH) BapUAHTHI OJHOTO
3a00JIeBaHuUs.

Mopdgoiiornueckue KpuTepuu

Mopdonornueckue n3menenus mnpu ['H, accormuposannom c ITLIT, aHanmoru4yHel n3MEeHEHHUSIM
npu IgA-aedponaTuu.
[Tpu céemoesoit mukpockonuu cuexTp MOp(OIOTHIECKUX W3MEHEHHUH IIUPOKUI U BapbUPYET, B
TOM 4YHcJie, B OMONTaTax OTASIbHOTO MAIMeHTa!
* XapakTepHbl o4yaroBas Wi JUQQy3Has Me3aHTHaNbHAs Tpoaudepanus ¢ paclupeHueM
BHEKJIETOUYHOTO MaTPHUKCA;
* BO3MOXHBI DPA3JIUYHOM CTENEHH BBIPAKEHHOCTH MHTpAa- WIM 3KCTpaKanuuIIpHas
nposuepanus;
*  BO3MOXHBI CETMEHTapHBIM HEKPO3 KaWILISPOB KIIyOOUKa U 00pa3oBaHKUe NOTYITyHH;
* Ha MO3JHMX CTaIUsAX OOJIE3HM OTMEYACTCS MHTEPCTULHMAIBHBIN (UOPO3, aHTMOCKIEPO3,
aTpo(us KaHAIIBLIEB.

Hmmynogpnroopecyenmnoe uccnedoganue — OCHOBa JUAarHocTUKH IgA-HedpomnaTum.
Koncratupyrot Hanuune neno3utoB IgA (dacto B coderanuu ¢ aeno3utamu [gM w/umm I1gG) B
ME3aHTUHU U B KaWJUIIPHBIX CTEHKax KiyO6oukoB. Iloutu Bcerma oOHapysxuBaioT aeno3utsl C3,
pexxe C4; nanuuue neno3utos Clq HE XapaKTepHO.

IIpu 21exmponnoit mukpockonuu XapakTepHbl OTJIOKEHUS JIEKTPOHHO-IUIOTHOIO MaTepuala B
ME3aHTUHU, peke CyOIHAOTETHATbHO WM CyOSIHUTENHaIbHO, COOTBETCTBYIOIINE HMMMYHHBIM
KOMILJIEKCaM, OTPEAEISIEMbIM ITPH UMMYHO]ITyOPECHEHTHON MUKPOCKOIHH.

Kinnuyeckas kapTuHa

Knunnueckas kapruna IIHIIT npencraBieHa 4eThIpbMsl XapaKTEpHBIMM CUHApPOMaMH (KOXHOMN
reMOpPParu4eckoil ChIblo, apTponaThei, abJOMUHAIBHBIM CHUHAPOMOM, MOPaXCHHUEM IO0YeK),
KOTOPBbIE MOTYT MPOSBIATHCS B JIHOOOH MOCIIE0BATEIILHOCTH B TCUCHHE HECKOJIBKUX THEH MM
HeJlellb OOJIE3HU.

Ko:knas cpinb Habmromaercss y BceX OOJNBHBIX U SIBIACTCS 00s3aTEIbHBIM JUArHOCTUYECKHM
kpurepuem [IIII. Moxxer ObITh NpeACTaBICHA METEXUSAMH, IIypIypOH, SKXHUMO3aMHU. Y
HEKOTOPBIX MAlMEHTOB II€PBOHAYAIBHO IIOSBIIAIOTCS YPTUKAPHBIE BBICBHINIAHMS. BbIChIIaHUA
OOBIYHO JIOKAIM3YIOTCSI Ha HOraXx M Sroauiax, HO MOTYT BO3HHMKAaTb W Ha pyKax, JHIIE,
TynoBuule. KokHas cblllb, Kak IpaBWIO, CIYKUT IEPBbIM KIMHUYECKUM IPOSBICHUEM
3a00JIeBaHus; B JAIIbHEHINIEM K Hell PUCOSAMHSAIOTCS CUMIITOMBI IOPAYKEHUS! IPYTHX OPTaHOB U
CUCTEM.

ApTponaTtusi (apTpajJruu/apTpUThl) HauboJIee YacTO MOPaKaeT KOJICHHBIE M TOJIEHOCTOIHBIC
CyCTaBbl, OJHAKO HW3MEHEHHMsS BCErJa SBISIOTCS J0OPOKAaYeCTBEHHBIMH (HEIPO3UBHBIMHU),
CTOMKOM JeopMaluy CyCTaBOB HE BO3HUKAET.



Iopa:xkenne KKT nposiBisercs GonsiMu B KMBOTE IO THIy KOJHK, YacTO B COYETAHUU C
TOIIHOTOM, pBOTOM, 3alopamMH WM Auapeed (MHOrJa B CTYJIE NPUCYTCTBYIOT KPOBb U CIIM3b).
BripakeHHbIe a0IOMMHAITHM 4acTO OOYCJIOBJIHMBAIOT TSKENIOE COCTOSIHUE OOJNBbHBIX B Hadase
3a0oseBaHus. B HEKOTOPHIX ciydax MOSABISIOTCS NPU3HAKU pa3pa)KeHUs OPIOLIMHBI, KakK B
pe3yJbTaTe aCeNTHYECKOro MEPUTOHUTA HAa (JOHE BACKYJIUTA MEJIKHX COCYAOB OPIOIIMHBI, TaK U
npu nepopaluuu CTeHKH KuileyHuka. Hambosiee yacTele OCIIOKHEHHS: JKEITYyA0YHO-KHILIECYHOE
KPOBOTEYCHUE, TOHKOKUIICYHAS HEINPOXOAUMOCTb, IIAHKPEATUT, AMICHAULUT, XOJIECLUCTUT,
MasibabCcopOIHsl.

Ilopa:xkenne mouexk npu I npencraBieHo TIOMeEpyIOHEPPUTOM, MPOSBICHHUS KOTOPOTO
BAPBUPYIOT oT U30JIMPOBAHHOU 06eCcCUMITOMHOMN MHUKpPOreMaTypUuu 10
osicTponporpeccupytomiero I'H.

* [emamypus wHaOmonaercs y OONBIIMHCTBA OOJBHBIX: MOYTH Yy TOJOBUHBI —
MHUKpOreMatypust (4acTo B COYETaHHM C TpOTEUHypHen), mnpumepno y 1/3 —
Makporematypus (Kak NpaBWiIO, B Haudaje 3a00JeBaHUs, HO MOXKET BO3HUKATh B
JanpHelmeM Ha (OHE pecHupaTopHbIX MHGEKUUH Wi OO0OCTPEHUH KOXKHOTO
Backynuta). Kpome Toro, B Moue 0OHapy>KMBAIOT 3€pHHUCTBIC IMIMHJPHI, COJCPIKALIIEC
SPUTPOLMTHI.

* [Ipomeunypus MOXET OBITh Pa3INYHOH, yarie HeOOobIIOH (<1 r/CyT), HO BO3MOXHO H
pa3BuTHE BelpaxkeHHou I1Y ¢ ¢popmupoBanuem nedporudeckoro cunapoma (HC).

* Apmepuanvnasn cunepmen3us Bo3HUKaeT B 14-20% ciyuaes.

*  Hapywenue ¢gynxyuu nouex MOXeT BO3HMKHYTh Ha Jr000# ctamum IgA-nedponatuu
(kak B pgebroTe, Tak W MpPH XPOHUYECKOW TmouedyHod Hemocrarounoctu (XIIH) B
pe3ysbTaTeé  TSKEIOr0  OCTPOr0  MMMYHHOIO — TOBPEXJIEHUS C  pa3BUTUEM
Hekporusupyromero ['H ¢ nmomynyHussMH MM HOpexOomsled OKKIIIO3UHM KaHaJbLEB
SPUTPOLIUTAMM.

* Xponuqecmﬂ noYeuHdast HedOCMamoyHOCHb Pa3BUBACTCs, KaK IPAaBUJIO, Y B3POCJIbIX.

*  Bo3zmooicHo nosviuenue yposHs IgA.

2. ITMATHOCTHUKA U TU®PEPEHIIUAJIBHBIN JUATHO3

Juarnos IIIII" ycraHaBAMBarOT NpU HAIMYUU KOKHOM I'e€MOPPArMyeCKOU ChIIIA B COYETAHUU C
OJTHUM U3 CJIEIYIOUINX KPUTEPUEB:
*  AOpoMuHaANTUU
* ApTpairuu/cCycTaBHON CUHAPOM
*  Ortnoxenus IgA B mOpaKeHHBIX TKaHAX U OpraHax (OOBIYHO BBHIABIISEMbIEC MPU OHOIICHH
KOKH W/WJIU TIOYEK).
* Ilporeunypus (6omnee 0,3 r/cyr) w/wim rematypus (Ooinee 5 3pUTPOLUTOB B TOJE
3peHus).
Heo6xonuMm TiaTensHbIH cOOp aHaMHE3a, KOMIUIEKCHAs OLIEHKA PEe3yJIbTaTOB KIMHHYECKOTO,
1abopaTOPHOTO M UHCTPYMEHTAIBLHOTO OOCIEIOBaHUs IJIs UCKIIOUEHUS JIPYTUX 3a00JeBaHUM,



IIpU KOTOPBIX MOKCT BO3HHKATHb KOKHAA TEMOpPparndcckKas (I/IJII/I IIOXO0Kasd Ha HEC CBIHB) B
COUCTAaHHHU C IIOPAKCHUCM ITOUCK. CHGI{yGT HUCKIO4YaTh:

*  Backymumsel ¢ nopagicenuem meakux cocyoog: AHIIA-acconmupoBaHHBIE BaCKYJIHUTHI,
CKB, kpuornoOyi1nHeMUYEeCKH BaCKYJIUT.

* 3abonesanua opeanoé JKKT, B TOM uuncie XpoHHYECKHE 3a00JieBaHMs KHUILICYHUKA
(nammpumep, Oone3nb Kpona), BTOpUYHBIN JIEHKOIMTOKIACTHUECKUH BACKYJIUT IpH
OCTPBIX ¥ XpOHHUYECKUX AU(DPPy3HBIX 3200JI€BaHUAX TIEUCHH, HEPCUHHO3.

*  Onyxoau/mumghonporugepamusHuvle 3a601€8aHU.

*  Tpomboyumonenuu: Bce (HOpMbI, OCOOCHHO AYTOMMMYHHYIO TPOMOOIIMTOIIEHHYECKYIO
IypIrypy.

*  Uzonuposannvie KodcHvle 8acKyaumul (B 4aCTHOCTH, BacKyiuT [llambepra).

* Hacneocmeennvie 3abonesanuss (B 4YacTHOCTH, Oone3Hb @abpu, HacieICTBEHHas
remMopparuudeckas Teneanruskrazus Ocnepa-Pannro-Bebepa).

*  Unghexyuonnvie 3a60n1esanus: MHOEKIMOHHBIN SHIO0KAPIUT, CETICUC.

IMouyeunsie ¢popmbl I'H npu ITHIT crenyer auddepeHunpoBaTh ¢ APpYrUMUA ME3aHTHATbHBIMU
¢dopmamu I'H u psaaom HacineacTBeHHBIX HedponaTuid, MPOTEKAIOUINX C remMarypueil (CHHApOM
Anbropra, 00J€3Hb TOHKUX MeMOpaH).

Knuanueckue nposiBnenus [gA-negponarun npu I He oTiuyaroTCs OT MAUONATHYECKOTO
BapHaHTa 3a00JI€BaHUs U IPYTHX €€ BTOPUYHBIX (POpM, B 3TOH CBSI3U HEOOXOAMMO UCKITIOUCHHE
BCEX BO3MOKHBIX BTOPUYHBIX IPUYUH HEPPOTIATUH.

3. JEYEHUE

Crnemuduueckoro (3tronorunyeckoro) jeuenus IIIIT B Hacrosimee Bpemsi HE CYIIECTBYET,
OCHOBHAas LeJb TEPallud YCTPAaHUTh CHUMITOMBI (apTpairuu, aOJOMUHAITMM W JAp.) U
IpEAYNPENUTh OCIIOKHEHUSA, & IIPU MOPAKEHUU II0YEK — OTCPOYUTh HAYAJIO 3aMECTUTEIILHOU
[IOYECYHOH TEPAIUHU.

Taktuka seueHus skcrpapeHanbHbIX IposiBaeHus [IIIT (KOXHBIX BBICBIIAHUMN, CYCTaBHOI'O
cunapoma, nopaxenus J)KKT) onucana B cnenuain3npoBaHHbIX pyKOBOJCTBax [8,14].

Jleuenue I'H mpu ITIII onpenensiercss 0COOCHHOCTAMU KIMHHUYECKON KApTHUHBI U BKIIOYACT
MMaTOr€HETUYECKYI0, CUMIITOMAaTHYECKYIO TEPANUIO U JICUEHHUE OCIIOKHEHHUI.

IMoka3aHusi K rocnuTAIM3aMUM: J1e0I0T 3a00JI€BaHUs C HapylIeHUEM (YHKLIUHU MOYEK W/WIH
pa3BUTHEM HEPPOTUYECKOTO CHHIPOMA.

HeMennkamMeHTO3HbIE METOBI:

* PexuM — MOCTENBHBIM IIPU BBIPAKEHHBIX OTEKax, MakporeMmarypuu. llpu ynydimenun
COCTOSIHUSI PEXKHUM ITOCTENEHHO PACUIUPSIOT.
e Jluera:
O ¢ orpaHmueHueM mnotpedneHuss comu (10 1-2 r/CyT) U KUIAKOCTH B OCTPBIH
nepuo]i 60JIe3HN, OCOOCHHO MPHU OBICTPOM HApaCTaHWU OTEKOB, OJMUrypuu U Al
OOBeM KHUIKOCTH PACCUUTHIBAIOT, UCXOS U3 JAMype3a 3a MPeIblIylui IeHb C
Y4€TOM BHEIOYEYHBIX NTOTEPD, IPUEM JKUIKOCTH HE JIOJIKEH IIPEBBILIATH INype3a
6onee uem Ha 200 M.



o c orpanuuenuem Oenka 110 0,5 r/kr/cyT npu cHIWXeHUH (QYyHKIMH 1o4eKk MeHee 60
wi/mMuH (10 Hopmanmzamun CK® wu ypoBHS KpeaTMHHMHA B KpPOBH, HO HE
JUITUTebHEE 2-4 Helenb).

o T'mnoannepreHHas aueTa ¢ MCKIIOYEHHUEM MPOJYKTOB, COJIEPKAIIUX OOIUraTHbIC
ajieprensl (TakMx, Kak MIOKOJIad, Kode, Kakao, IUTPYCOBbIE — JIMMOHBI,
amneIbCHHbI, TpedndpyT, MaHIApUHBL, KypUHOE MSCO, YHUIICHI, Ta3upOBAaHHbBIC
[[BETHBIC HAITUTKH, OPEIIKH, CYXapUKHU COJIEHBIE, BCE KPACHbIE OBOLIH U (PYKTHI).

o Ilpu BeIpaxeHHBIX OOJSAX B KUBOTE Ha3HAYAIOT CTON Ne | (IpOTHBOS3BEHHHYIO
TTUETY ).

OT60p OOJILHBIX B rpyniibl TCpalli OCYHICCTBIIACTCA B COOTBCTCTBUU C BBISABJICHHBIM PUCKOM

IPOTPECCUPOBAHUS TOUYEYHOM HEAOCTaTOUHOCTH (Tabm. 1):

BOnpHBIM ¢ W30JIMPOBAHHOM MHKPOIE€MaTypHeW, a TaKKe C COYETAHHEM I'eMaTypUU C
munumanpao I1Y (<0,5 r/cyr), HopmanpHOii CK® u orcyrctBuem Al, neueHue He
MOKa3aHo. DTH MAIMEeHTHI JOJDKHBI HAXOAUTHCS 10/ HaboAeHneM Hedposora u pa3 B 6-
12 mecsitieB mpoxoauth oocnenoanue (onenka [1Y, ypous kpeatununa/CK®, AJl) ans
CBOEBPEMEHHOTI'O BBISIBJIICHUS [TIOKA3aHU K HaYally T€paruH.

[Tpu mnepcuctupoBanuu IIY > 0,5-1 r/cyr mnokasaHa He(pPONPOTEKTHBHAs TEpaNus
uAllD/BPA.

[Ipu octponeppurnueckom curapome wuwunu IIY HedpoTnyeckoro ypoBHS HIU
HE(PPOTUYECKOM CHHJIIPOME, B TakxKe Mpu nepcuctupoBanuu [1Y > 0,5-1 r/cyt (HecMoTpst
Ha Tepanmio HATID/BPA) u CK® > 50 mn/mun/1,73 M” noka3aHa HMMYHOCYIIPECCHBHAS
tepanus (UCT).

[Ipu ObicTpomporpeccupyiomeM yxyAmeHnn (YHKIUU Touek, Haaumuuu Oonee 50%
NOJYJIyHUH B OMonTare mo4ku rnokazana aktuHas UCT B coueTanuu ¢ mia3madepe3om.

Tabumna 1. @aktopsl pucka nporpeccuposanus I'H-ITIHIT [15,16].

Knunuxo-nabopamopnuie:

Coueranue HE(PPOTHUECKOTO U OCTPOHE(PUTUUYECKOTO CHHIPOMOB B Je0IOTE
3a0oseBaHus

Hedporuueckuit curnpom B nedroTe 3a001€BaHUS

[Tpoteunypus 6onee 1 r/cyt

Cumwxenne CK® wiy mNoOBBIIIEHHWE YPOBHS KpeaTMHHWHA B KPOBU B J1e0I0TE€ WM B
TedeHue 3a00JIeBaHMsL.

AptepuanbHas TUIIEPTEH3UA B 1€0I0Te U B TCUCHHE 3a00JIeBaHUs

Mopdghonozuueckue:

Hannune nonynynuii 6oiee yem B 50% moveyHbIX KIIyOOUKOB

MennkaMeHTO3HAs Tepanus

3.1. HepponporexkTuBHast Tepanus

Pexomengauusa. BipocabiM namuentam ¢ I'H npm IIHINTT npepsaraercs JjedeHue
HHIHONTOPaMM aHTruoTeH3HHNpeBpamawmero ¢epmenta (MAIIP) wim OGaoxkaTopamu
peuentopoB anruorensuna Il (bPA) npu IIY ot 0,5-1 r/cyT. (Hem cmenenu)




JlokazarenbHasi 0a3a 1o MpUMEHEHUIo mpemnaparos, Onokupyrommx PAAC, y B3pocnbix ¢ I'H-
[THII" orcytcTBYyeT. B uccnenoBanusx y nerei nokaszana 3ddexruBaocts HAIID B oTHOIIEHHH
CHIDKEHHUS IPOTEUHYpUH U npeaynpexaenus nageaus CKd [17].

3.2. UMMyHOCynIpecCHBHAsl TepaNus

Pexomennanus 3.2.1. B3pocasim nanuentam ¢ IIY >1 r/cyt, nepcucrupyromeii HecMOTpst
Ha npuMmeHenne HAII®/BPA, u CK® > 50 ma/mun Ha 1,73 Mz, npeajaraercs npoBeJAeHue
6-MecsTYHOro Kypca MOHOTEPANIMH KOPTHKOCTEPOUAAMH. (HET CTeNeHHN)

[IpucoenuHeHne MMMYHOCYIIPECCUBHOM TEpanuud MOXKET OBITh OMNpaBIAHO IMPU OTCYTCTBHH
yay4imieHuss Ha (QoHe He(QPONPOTEeKTHBHOM Tepamuu WJIM TPH  BBICOKOM  PHCKE
IIPOrPECCUPOBaHUs, OJHAKO onTuMaibHblii cpok Hayana WCT He ycranoBieH. CyuiecTByer
mHenue, uto npu ['H-IIIII neyeHue riOKOKOPTUKOCTEPOMIAMHU ClIEAyeT HayMHATH B OoJjee
paHHUE CPOKH, YeM Ipu uauonatudeckoin IgA-uedponarunu [18].

PKH, nocesimennsie neuenuto T'H-TIIIT y B3pocabix u gered, manouuncieHnsl. He noka3aHbl
IPEeUMYIIECTBa COUYETaHMs IMpenHu30jloHa W IuKiIopochamuaa npu nedenuun ['H-TIIIT vy
B3pOCTIBIX, 33 HCKJIIOUYEHHEM ero mporpeccupyroummx ¢opm [19]. B psane nabmromaTenbHBIX
UCCIIEIOBAaHUM y  JeTeid  Obula  mpoaeMoHcTpupoBaHa  3((eKTHBHOCTH  Tepanmuu
TIIIOKOKOPTUKOCTEpOHIaMyu B codeTaHuu c¢ aszatuonpuHoMm [18], muknodochamumom [20],
nukiocnopuaoMm [21,22] u mazmaoOmena [23,24]. K HacrosimeMy BpeMEHU MMEETCSl TOJBKO
oxHo PKU, nemoHcTpupyloliee BEICOKUI TeparneBTUUeCKUil MOTeHInal MUKOQeHaaTa Moderuna
(MM®)MM®, 110 cpaBHEHUIO C a3aTUONPUHOM, IIPU BBIPAXKEHHOM NpoTeuHypuHu y aereit ¢ I'H-
[T [25]. HmeroTcst nuib OTAEIbHBIE ONMCAHUSA CIIy4acB YCIHEIIHOIO IPUMEHEHUs
putrykcumaba y neteil 1 B3pocibix [26,27], mokazatenpHas 0a3za MperMyIIEcTBa JaHHOTO BUIA
tepanuu [ H-TIIII" orcyrcTByeT.

Takum 06pa3oM, OTCYTCTBUE TIOCTATOYHOT'O KOJMYECTBA JI0KA3aTeIbCTB, ody4yeHHbIX B PKU, He

MIO3BOJISIET PEKOMEHA0BATh MPEANOUTUTEIbHBIE CXEMBbl TEepanuH JaHHOH KaTeropuH OOJbHBIX
I'”H-11HT".

3.3. Jleuenne I'H-ITIIT ¢ mosyayHusiMu

Pexomengauusa. BipociabiM nmamuwentam ¢ moayiayHHbiM T'H-IIHIT, wedpormyeckum
CHHAPOMOM H/WIN OBICTPBIM YyXyAlleHHeM (PYHKIUH I[O4YeK Mpelaraerc JiedeHue
IJIIOKOKOPTHKOCTEPOMAAMH M HHUKJI0(pocPhaMHUIOM IO cCXeMe, AaHAJTOTHYHOM cXeMe JIeYeHUsI
AHIIA-BackyanToB. (2D)

ITockonbky orcyrcTBytoT PKU, nocBsiiieHHbIE JIEUEHUIO B3POCHBIX U A€TeN ¢ noayayHHbM ['H-
[MIII" 1 OBICTPBIM MPOTPECCUPOBAHMEM IMOUYEYHOW HEIOCTATOYHOCTH, MBI MpeajaraeM s
TEpanuy JaHHOM KaTeropuu OOJBbHBIX HCIIONB30BaTh CXEMbl, pekoMeHaoBaHHbIe npu AHIIA-
BACKYJIUTAX.

Pexomennanusa. He pexoMeHayercsi HCHNOJb30BAaTh TIVIIOKOKOPTHKOCTEPOMIABI ISl
npeaynpexaenusi pazsutusa 'H-IIIII (rem cmenenu).

Ilo manHbM Heckosbkux PKU, rimroKOKOPTHKOCTEpOMIBl HE MPEAYIPEKIAOT PUCK Pa3BUTHUSA
nopaxenus movek npu [T [28,29]. [{oka3zaTenbHast 0a3a AJis B3POCIBIX OTCYTCTBYET.



Ycrpanenue 0o4aroB uHGexKuuu

IIpu derkoit cBs3u peruauBoB [H-IIIIIT ¢  obocTpeHueM XpOMHUYECKUX HHQEKIHA
nesnecoobpa3zHa caHauus o04aroB HMH(EKIHH, MPOBOLUPYIOUIMX 00oCTpeHHue 3a0o0sieBaHUSL.
Hexotopsle aBTOpbl PEKOMEHAYIOT BBIIIOJHEHHE TOH3WUIDKTOMUU Inipu paszsutuu ['H-IIHIT,
OJIHaKO yOeUTeNbHbIE JOKa3aTeIbCTBA TAKON TAKTUKHU OTCYTCTBYIOT.

IIpumeHeHne qe3arperaHToB, AHTHKOArYJISIHTOB

B nacrosiiee BpeMs Je3arperaHtbl U aHTUKOAryJsSHTBI MPUMEHSIOTCS, TJIaBHBIM 00pa3oM, B
coCTaBe KOMIUIEKCHOM Tepamuu mpu Tsokenslx ¢opmax ['H-ITHIT, ux sddextuBHOCTS npU
apyrux ¢popmax ['H-ITIII" He nokasana.

4. TPOT'HO3

Hecmotps Ha TO, uTOo B TeueHue mepBoro roga Oonesnu teuenue ['H-ITHIT mpencraBnsiercs
JTOOpOKAYeCTBEHHBIM, OTNAJICHHBIA IPOrHO3 OKa3bIBae€TCs MeHee OnaromnpusaTHeIM. Puck
nporpeccupoBanus I'H ¢ pa3BuTHEM MOYEUHON HEAOCTATOYHOCTH, y AETEH cocTaBisieT oT 5%
[30,31] mo 15% [32-34], y B3pocnbix oH MOoxkeT gocturatb 50% (B cpennem 30%) [35-41].

@akTopbl HEOJIArONPHUATHOTO NpPOrHo3a oOcyxkaamuch Beime (cMm. Tabm. 1 «®PakTopsl
nporpeccuposanus ['H-IIIII »).
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