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Jleroynasi runeptenaust (JIF) y aeteit — noAnreHHoe, MHOroakTopHoe
COCTOsIHME C KpaliHe HeBGnaronpusaTHLEIM MPOrHO30M. Beibop onTrmans-
HOW TaKTUKN BEEHWS SBNSETCS TPYAHOM 3afa4eit. B oTcyTcTBrE neve-
HUSI CPefHSS BbPKMBAEMOCTb Y [ETel He MPEeBbILAET OJHOr0 rofa.
B nocnepHue aga fecatnnetus PEBOIOLMOHHBIE M3MEHEHUS, MPOM30-
weplmve B ie4ebHOl TakTvKe, YNyYLIMAN BbIXVBAEMOCTb 3TON rpynnbl
naumeHToB. B HacTosee Bpemsa negvatpbl U OETCKME Kapavoaoru
MMEIOT Ha BOOPYXEHWE TPW rpynnbl NPenapaToB, BO3AENCTBYIOLLME
Ha OCHOBHble MyTW maTtoreHe3a JII: nyTb SHAOTENMHA, NyTb OKCMAA
a30Ta 1 NyTb NPOCTaLMKIMHA. B HacTosLLee Bpemst Tepanusi IErO4HON
apTepuanbHOM MMNEPTEH3UN Yy AETE B 3HAUUTENbHOW CTENEHN OCHOBbI-
BAETCSH HA pe3ynbTaTtax UCCNeaoBaHuii, MONYYEHHbIX Y B3POCbIX NaLm-
€HTOB; O[IHAKO HE TaK [AaBHO Obliv NPOBEAEHbI NMEPBbLIE PAHAOMMN3NPO-
BaHHbIE UCCNEN0BAHMS C yyacTuem aeTeii. Konnektue aBTopoB nmpea-
CTaBnsieT COBPEMEHHDII B3NS, Ha npobnemy J1Ty neteit n pekomeHaa-
Lm 3KCNEPTOB MO JIEYEHUIO AETEN C 3TOM naTonornein. Knacc pekomeH-
Jaunii U YPOBEHb [10Ka3aTeNIbHOCTU ONPeAenscs no obLenpuHSATON
METOAMKE Ha OCHOBAaHUM [AHHbIX, MOJTYYEHHbIX MPWU WUCCAEeL0BaHUN

[eTCKOWM Nonynsiuyu, AN HA OCHOBAHWMMW JAHHbIX UCCNEeL0BaHUIA C yya-
CTUEeM B3POC/bIX, B KOTOpble Obiny BKOYeHbl Gonee 10% petei.
B ocHoBe pa3paboTaHHOW POCCUNCKAMU YHEHBIMU-KIIMHULMCTaMM
cTpateruv nevenus JII B 4ETCKOM BO3PACTE NEXUT aHaNn3 OnbiTa Bee-
HWSi NAUMEHTOB C 3TON NaTtonorue B Poccum, CyLLECTBYIOLLMX MPAKTUK
N KNIMHUYECKMX PeKOMeHIaumin no nevenunto petent ¢ JII B EBpone,
a TaKkke AaHHble onybMKOBaHHLIX COBPEMEHHBIX CCNEL0BaHWIA B 3TOW
obnactu.

KnioueBble cnoBa: feTu, eroyHas runepTeH3ns, cepaeyHas Hegocrta-
TOYHOCTb, IEKAPCTBEHHbIE CPEACTBA, PaHAOMU3NPOBAHHOE KOHTPOIN-
pyeMoe nccnefoBaHve, NpeacepaHas CenTocToMus (aTpmocenTocTo-
Mus), aHacTomo3 MoTTca.
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Pulmonary hypertension (PH) in pediatrics is a polygenic multifactorial
condition with extremely adverse prognosis. Selection of optimal
management is a severe task. In absence of treatment the mean life
duration in children is not higher one year. Last two decades, revolution
in approaches to treatment improved the survival of this patients group.
Recently, pediatricians and pediatric cardiologists have three drugs
groups that act on the main pathogenetic chains of PH: endothelin
pathway, nitric oxide pathway and prostacyclin pathway. At the moment,
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approaches to pediatric PH are based on the data obtained in the trials
on adult patients. However, not long ago there were first randomized
trials on children performed. The group of authors of current article
presents a modern view on the problem of PH in children, and expert
recommendations on children management. Class of recommendations
and evidence level were set by the data obtained in pediatric population
or on adult population with at least 10% of children included. To the
strategy, developed by the Russian clinicians, laid the analysis of
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experience of the pathology treatment in Russian Federation, as the
current practics and clinical guidelines on pediatric PH in Europe, and
the recent trials published.

Key words: children, pulmonary hypertension,
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BINC — BpoxaeHHbIii nopok cepaua, WIAI — nanonaTiuyeckas neroyHas aptepuansHas runepteHaus, JIAM — nerounas aptepuansHas runeptenaus, JIIF — nerouHas runepteHauns, MHO — mexayHapoiHoe HopMannso-
BaHHOe OTHoWeHue, M/ITH — nepcucTupyloLas Nero4Has runepTeH3ns HoBOPOXAEHHbIX, DK — dyHKUMOHanbHbIN knace, XTI — xpoHuyeckas Tpom60oamBonmyeckas neroyHas runeprenaus, XCH — xpoHudeckast

cepeyHas HefloCTaTo4HOCTb, UIM® — Lmknnuyeckuii ryaHoauHMoHododar.

Jlerounas rumnepreHsus (JII')) — xpoHudyeckoe,
Mporpeccupymolliee CepAeYHO-JIeroyHoe 3abosieBaHue
C HeOJaronpusTHbIM MPOrHO30M. OCHOBHBIM TaTO-
MOPGhOJIOTUYECKUM TPOSIBJICHUEM CIIYXKUT JIETOYHast
BacKyJionaTusi, KOTOpasi COMPOBOXAAETCS KOHLIEHTPU-
YECKUM pEeMOJAECIMPOBAHUEM JIETOYHBIX COCYIOB,
BIUIOTH JIO TIOJTHOW UX OOJIUTEpalluu, Pa3BUTUEM CTOM-
KOl aTOJIOTMYECKOI Ba30KOHCTPUKIINU, (HhOPMUPOBaA-
HUEM TIEKCU(OPMHBIX W3MEHEHUI W TPUCOEIUHE-
HUEM TepUBACKYJSPHBIX BOCHATUTENbHBIX PEAKIIUNA.
CTpyKTypHble W3MEHEHMSI JIETOYHOWU COCYAUCTON
CTEHKHA 3aKOHOMEPHO COMPOBOXHAIOTCS (DYHKIIUO-
HaJIbHBIMY HApYLIEHUSIMU: TTPOTPECCUPYIOIIAM MOBBI-
IIEHWEM JIETOYHOTO COCYIMCTOTO COIPOTUBIIEHUS,
HapyuieHueM nepdy3uu. YBeJIUYeHUEe MOCTHArpy3Ku
W WU30BITOYHOE HANpsSXEeHUWe MuokKapaa IPUBOIIT
K HapylIeHUIO OMO3HEPreTUKY KapUOMUOLIUTOB, 3aIly-
CKasl LIeJIbI KacKaJl HepOoropMOHaIbHBIX, OMOXUMUYE-
CKUX 1 UMMYHOJIOTUYECKUX PEAKIIUIA PEMOAECTUPOBAHUS
MPaBOro XeJyAouyKa C MOCAeIyoIM TPUCOeTUHEHEM
TPABOXEJIYIOYKOBOM, a B pa3BEPHYTOMN CTaIUU TSKEJION
OMBEHTPUKYJISIPHON HEeAOCTaTOYHOCTH [1-8].

HecMoTpst Ha peBOMIOLIMOHHBIE U3MEHEHUS, MPO-
u3olleAIne B JEeYEeOHOW TakTUKe 3aboJieBaHUS
B IociieHee necatuieTtue, JII octaeTcs MoTeHIMalbHO
(haTasibHBIM COCTOSTHUEM, COMPOBOXIAIONIMMCS BbIpa-
JXKEHHBIM CHUXKEHWEM KayecTBa KW3HU, WHBATUIN3A-
1IMeN ¥ 3HAYUTEJIbHBIM COKPAIICHUEM MPOAOIKUTETb-
HOCTU XW3HU B pe3yJbTaTe MpexaeBpEMEHHON rrubenu
pebenka [11-14].

DTO MATOT€HETUYECKU CJIOXHOE, MOJUTEHHOE
MYJBTA(AKTOPUATBHOE COCTOSTHUE B KAUE€CTBE OIpee-
JIEHUS UMEEeT TeMOJMHAMUYECKNE KPUTEPUMU.

JIT' y neteit — cocTosiHME, COMPOBOXIAEMOE MOBbI-
IIIEHWEeM CpEIHEro MaBJEHUs B JIETOYHOU apTepuu
>25 MM PT.CT., ONpeae/IsieMOe METOAOM KaTeTepu3aluu
cepAlla B MOKOE y JOHOIIEHHBIX AeTeil cTapiie 3 Mec.
XWU3HU [2-8].

OpnHako B pszie CiydyaeB MpU HATMYMU BCEX IMaTo-
MOP(@OJIOTUYECKUX TPU3HAKOB JIETOYHOM BacKyJjomna-
TUU CpeHee AaBJIeHUE B JIETOYHON apTepuu OKa3bIBa-
ercst Hke 25 MM pr.ct. C 2011r B meauaTpuyeckyro
MPaKTUKY BBEIEH TEPMUH TMeAUaTPUUYECKON TUTIEPTEH-
3UOHHOI COCYIMCTON OOJIE3HU JIErKUX, YTO HECOM-
HEHHO SIBJISIeTCS 60Jee IMUPOKUM MTOHSITUEM, YEM TEP-
MuH JII' 1 06bequHSIET BCE COCTOSTHUS, COMTPOBOXKAAIO-

IIUecs HapylmeHHeM pocTa W Pa3BUTUSL JIETOYHBIX
cocynoB. OCHOBHBIM JUATHOCTUYECKUM KpUTEpUEM
B OTOM cJiyyae OyldeT CIyXUTbh MOBBIIIEHWE WHAEKCA
JIETOYHOTO COCYIMCTOTO CONPOTUBIeHUS [2-8].

VYV nereii ¢ OMBEHTPUKYJISIPHONH TeMOIMHAMUKOMN
JNAATHO3 NTEAUATPUIECKON TUTIEPTEH3NOHHON COCYaUC-
TOI OOJIE3HU JIETKUX YCTAaHABIMUBAETCS MPU MOBBIIIE-
HUU CPEHETO JABJICHUS B JIETOYHOW apTepuu >25 MM
PT.CT., MUHIIEKCa JIETOYHOIO COCYAUCTOTO COMpPOTUBJIE-
Hug >3 En. Byma/M%

Y GOJIBHBIX C YHUBEHTPUKYJISIPHON reMOAMHAMMU -
KOI Tocjie KaBamyJbMOHAJbHOTO aHacToMo3a 0e3
JIOTIOJITHATEJbHOTO MCTOYHMKA JIETOYHOTO KPOBOTOKA
unu mocyie omnepaunu MoHTeHAa KpUTepUeM I1OCTa-
HOBKHU JWAaTHO3a SIBJISIETCS MTOBBILIEHUE CPETHEro IaB-
JICHUSI B JIETOYHOW apTepuu >15 MM pT.CT., MHIEKCa
JIETOYHOTO COCYAMCTOrO conpotusienus >3 Ex. Byna/m?
Y/VTU TPAHCITYJIbMOHAJIBbHOTO TPaaueHTa >6 MM PT.CT.

B 3aBUCHMOCTH OT YPOBHS MOPaXXEHUS JIETOYHOTO
COCYIMCTOTO pycjia BBIIEISIOT Mpe- U MOCTKamUUISIp-
Hyto JIT.

Kpureprem noctraHOBKY TMarHo3a MpeKanuisip-
HO unu aprepuanbHoii JIT' y nereit ¢ GUBEHTPUKYISIP-
HOI reMOAMHaMUKON SIBISIOTCSA [2-8]:

» CpenHee AaBjeHNE B JIETOYHOU apTepuun >25 MM
DPT.CT.;

* WMHnmekc J1eroyHoro COCyaucTOro COMpOTUBJIE-
Hug >3 Ex. Byna/m?;

+ JlaBneHue 3aKJIMHUBAHUS JIETOYHOU apTepuu
<15 MM pT.CT.

VY neteil ¢ YHUBEHTPUKYISIPHOU reMOIMHAMUKOMN
JIeTOYHAasl apTepuajibHasl MpeKanmwuIsspHas TMIEpTeH-
3Us yCTaHABIMBAETCS MPU NOBbIIeHUH [2-9]:

* CpenHero OaBJeHUsI B JIETOYHOU apTepuu
>15 MM pT.CT;

* WMHnekca J1eroyHoro CocyIucToro COnpoTuBIe-
Husg >3 Ex. Byma/M?%;

* TpaHcnyJ1bMOHATBHOTO TpaaWeHTa JABJICHUS
>6 MM PT.CT.

IMocTkanuaasipHast IerOYHAas TUIIEPTEH3US Y IeTel
¢ OMBEHTPUKYJISIPHOUW TeMOINMHAMUKON TUAarHOCTUPY-
eTcs npu [2-6]:

* CpenHeM [aBJI€HUM B JIETOYHOW apTepuu
>25 MM PT.CT.;

+ JlaBieHUW 3aKJIVMHUBaHUS JIETOYHOW apTepuu
>15 MM PT.CT.
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DTHOJIOTHS U MAaToreHe3

JIT y neteit — 310 reTeporeHHOe MHOTO(aKTOPHOE
COCTOSIHUE, KOTOPOE€ MOXET OCJOXHSITHh OOJbIION
CIEeKTp 3a00JieBaHUIA, BKIIIOYAs BPOXIECHHBIE TTOPOKU
cepmua (BIIC), cucteMHBIE 3a00JIeBaHUS COCAUHU-
TeJbHOU TKaHu, BUY-uHdexkuo, mopTaabHyI0 TUIIep-
TEH3UI0, MaTOJOTUIO IIMTOBUIHOU XeJe3bl, 00Ne3HU
HaKOTUIEHUS, TeMOTJTIOOMHONATUH, 3a00JIeBaHUSI Opra-
HOB JIbIXaHUS, JTUOO SIBJISIETCS CAMOCTOSITEIbHBIM, U30-
JIUPOBaHHBIM 3a0osieBaHueM [1-3, 15-18]. B ominuue
OT B3pOCJBIX Yy JeTeil 3abojeBaHME MMEET KJIMHUYe-
CKHe, MaTOTeHEeTUYECKHEe U TeMOIUHAMUYECKUE OCO-
OEHHOCTH, B OCHOBE KOTODPBIX JiexXaT (hyHIaMEHTasb-
HbI€ OTJIMYMSI PACTYIIEro U yxXe CHOPMUPOBAHHOIO
opraHusma. JIerouHslil opraHOreHe3 U aHTMOTeHe3 B3a-
uMocBs3aHbl. JIioOble HapylmeHus (GhOopMUPOBaHMUS,
pocTa W pa3BUTHUS JIETOYHOU TKaHU MOTYT COMPOBO-
XIAaThCs HapylieHreM (hOpMUPOBAHUS JIETOUHOM COCY-
JIMCTOM cTeHKU. Tak )Xe M3MEHEeHUsI CTPYKTYPHI U (PyHK-
LIMU JIETOYHBIX COCYJIOB HEM3MEHHO COMPOBOXIAIOTCS
TepUBACKY/ISIPHBIMUA HapYIIEHUSIMU CTPYKTYPHI aTbBe-
ongpHoii TKanu [7, 8]. JII' y mereit accouumpyercs
C DSIZIOM TEHETMYECKUX M XPOMOCOMHBIX aHOMAaJUH,
Bkitovas accounaunio VACTERL, cunpom CHARGE,
cuHapoM Ilonanma, cunapom Anamca-OnuBepa, TpU-
comus 13, 18, 21 xpomocomsl, cuHapom Ju Ixxopmaxa,
cuHapoM HyHaHa, 6ose3Hb ¢hOoH PexknuHrayseHa, CUH-
npoMm JlypcyH, cuHapom KaHTty, HeilpodubdpomaTos,
ayTOMMMYHHBI TTOIMIHAOKPUHHBIN CHHIPOM, 00JIe3Hb
To1e, ITMKOreHO3bl, MUTOXOHAPUATbHBIE 3a0071€BaHUS
W psI ApYTUX maTojoruit [1, 3, 4].

B cnyyae, korma 4yeTkash B3aMMOCBSI3b CUHIpPOMA
JIETOYHOU TUIEPTEH3UU U BBISIBJIEHHOTO 3a00JIeBaHUS
YCTaHOBJIEHA, COCTOSIHUE PACLICHUBAETCSl KaK accoyu-
UpoeanHas JIETOYHas TunepTeH3us. Eciu xxe mpoBeneH-
HOe 00cjieNoBaHUE HE TO3BOJISIET BBISIBUTH MPUYUHY
JIETOYHOU TWIEPTEH3UU, COCTOSIHAE MOXET OBbITh pac-
LIEHEHO KakK uduonamuveckas (U30AUPOBAHHASL) JIETOU-
Has apTepuaibHad runepteHsus (WJIAT) [1-4].

JunarHo3 nJIAI' — nuMarHo3-ucKjIro4YeHue, o3Haya-
IoIIUii criopanuyeckuii ciryyaii JIAI' B oTcyTcTBUE TeHe-
TUYECKUX, XPOMOCOMHBIX aHOMaJIM WJIM WM3BECTHBIX
TPUTTEPHBIX (PAKTOPOB, aCCOLMUPYIOIIUXCI C PUCKOM
pasButus JIAT [1]. o HacTosIero BpeMeHU (akTophl,
3alycKaromue Kackaj MaTOJIOTUYECKUX MEXaHU3MOB
¥ MPUBOASIINE K PEMOACIUPOBAHUIO JIETOYHOTO COCY-
JIIACTOTO pyClia, OCTAIOTCSI HE BITOJIHE BHISICHEHHBIMMU.

B 70% cnyuaeB cemeiinbix ¢popm u B 11-40% cno-
paguyeckux ciaydaeB WJIAD BbIgBIsIeTCS MyTaLus
B reHe BMPR2, xonupytoiiieM perientop tuna I k mpo-
TeUHY KOCTHOro MopdoreHesa, 1isi KOTOPO XapakTe-
PEH ayTOCOMHO-JIOMUHAHTHBIA THUMN HACJeA0BaHUS
¢ Hu3Koii (10-20%) meHeTpaHTHOCTHIO TeHa. B HacTosI-
1iee BpeMsi onuvcaHbl 6osiee 300 MyTaliuii B 3TOM T'eHe.
IMauuveHtsl ¢ Mytanueir B reHe BMPR2 xak mpaBUIo
MOJIOXE U MMEIOT 0oJiee TSKenoe KIMHUYECKOE Teue-
Hue u nporHos. Y aereil ¢ uJIAI' u HacneacTBeHHON

JIAT arta mytaums BeisiBisiercst B 10-17% ciryqaes. Tete-
pPO3UTOTHAsl MyTallMsl B TeHE, KOIAUPYIOIIEM aKTUBWH-
nonobHyo kuHaszy | tuna (ALKI), sHporiuH (ENG)
BBISIBJIEHA B CiIydasXx HAcCJIeJICTBEHHOW TeMopparuye-
CKOW TeJIeaHTMO3KTa3uu, aCCOLMUPYIONIEHCs C TsKe-
Joil 3mokavectBeHHOU JIAILL TlpomoimxaeTrcss mouck
TeHETMYECKOTO cyOcTpaTa y O0JIbHBIX C aCCOIIMUPOBAH -
HeiMU popmamu JIAT [2, 21-24].

JII' — mporpeccupyloliliee 3a0ojeBaHue, XapaKTe-
pusylolieecss WHTEHCUBHBIM PEeMOJeIMPOBaAaHUEM
JIETOYHOTO COCYIMCTOTO pycjia C TPEeUMYIIeCTBEHHBIM
MOpakeHNEeM JMCTAJIbHBIX JIETOYHBIX apTepuii U apTe-
puoi. IlopaxeHWe JEro4yHOro apTepUalbHOIO pycia
TIPUBOIUT K 3aTPyTHEHUIO KPOBOTOKA B HEM, BO3pacTa-
IOIEMY YBEJIMYEHUIO JIETOYHOTO COCYIUCTOTO COMpO-
TUBJIEHUSI U PEMOJIEIMPOBAHUIO TIPABOTO KeTydouKa
C TIOCTEeAYIOMM TIPUCOEIMHEHUEM TTPaBOXETYI0YKO-
BOM, a 3aTeM M OMBEHTPUKYJISIPHOM CepIeUHOI Hemo-
craToyHOCTH. B ocHoBe martorenesa JII' jexkxuT kackan
MMaTOJIOTUIECKNX MEXaHU3MOB, HapylIaoinx (QyHK-
LU0 2HAOTENUAJIBHBIX KJIETOK JIETOYHBIX COCYIOB,
JIOKQJIbHBIM TPOMOOTMYECKUM TTOpaXkeHWeM, pas3BU-
teM nuddysHoro aprepunTa [1, 2, 9, 10].

OCHOBHBIM TAaTOreHEeTMYeCKUM MeXxaHuaMom JIT
SIBJISIETCSI HapyllIeHUE PEerysiiiuy TOHYCa MBIIIEYHOTO
CJI0S1 COCYIOB JIETKWX, BBI3BAHHOE 3IHIOTEINaTbHON
nuchyHkimeil. Pa3BuTue mocienHeil BKIIOYaeT TOBBI-
IIeHWe TPOAYKIIMA MOIIHOTO Ba30KOHCTPUKTOPHOTO
MenTuaa 3HAOTEMHA-1 TIPU CHUKEHWM BBIPAOOTKHU
SHIOTENNATBLHBIMI KJIETKAaMW MEIUaTOpOB Ba30aMJia-
Tauuu (MpocTaUMKIMHA U oKcuaa azoTa) [1, 2, 25-28].

Hapynienue GanaHca MeXAy Ba30KOHCTPUKTUB-
HBIMM ¥ Ba30AWJIATUPYIOIIUMU BEIIECTBAMU B CTOPOHY
Ba30KOHCTPUKIIUM TIPUBOIUT K 3aTPYIHEHUIO KPOBO-
TOKa B COCYHaX JIETKUX, YTO B CBOIO OYE€pelb CIIOCO0-
CTBYET BHICBOOOXKICHUIO MENMATOPOB U3 KJIETOK IHJIO-
TeJUSI, 3aITycKasl TaTOJOTUYECKUI KackKal peMOJesu-
pPOBaHUS COCY/IOB._

[Taronornyeckre U3MEHEHUsT 3aTParuBaloT MpPEU-
MYILIECTBEHHO JAMCTAJIbHBIE JIETOYHbIE apTepuu (MeHee
500 puM B iMaMeTpe) C BOBJIEYEHUEM BCEX CJIOEB COCYAUC-
TOW CTEHKU, BKJIIOYAsl TMIEPIUIA3UI0 WHTUMBI, THUTIED-
TpoUIO MIAAKUX MBILIIEYHBIX KJIETOK, (GUOpPO3 aaBeH-
TALIMY ¢ (POPMUPOBAHUEM ITEPUBACKYJISIPHBIX BOCITAJIH -
TeTbHBIX TH(PUIBTPATOB U JIOKATLHBIX TPOMOOTUIECKUX
noBpexaeHui [25-28].

Knaccudukanus JIT'

JIT" MoXeT ObITh CaMOCTOSITEILHBIM 3a00JIeBaHEM
(u3onupoBaHHasg JII') 10O CMHAPOMOM, OCIOXHSIIO-
IOAM IEJBIA CITIEKTP Pa3IWJHBIX COCTOSTHUM, CITMCOK
KOTOPHIX IIOCTOSTHHO TTOTTOTHsIeTCsI. [IprHsTast B HACTO-
siee BpeMs kKiaccudukainus JIT, MoguduiimpoBaHHast
B Hunme B 2013r, gocTtaToyHO MpocTa W IIMPOKO
HCTIOJIb3YETCSI B KauecTBe paboyero MHCTPYMEHTa Kak
B €XEeTHEBHOM KIIMHNYECKOM ITpaKTUKeE, TaK B pa3lINd-
HBIX SHUICMUOJOTHUECKNX McciemoBaHugx. Kiaccu-
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Ta6smna 1

KinnHuyeckas kinaccudukauus JerouHoit runeprensun (Huiua, 2013) [2, 30]

Jlerounas aprepuajibHasi runepTeH3us

1.1 Uonomnartuueckast JIAT

1.2 HacnencrBennast JIAT
1.2.1 BMPR2 mytauus
1.2.2 Ipyrue Mmytanuu

1.3 JlekapcTBeHHas1 wiu Tokcuueckast JIAT

1.4 AccotmmpoBaHHasi C:

1.4.1 3a6oeBaHUSIMUA COSTMHUTEIBHOM TKAaH!

1.4.2 BUY — uHpexumeit

1.4.3 TlopranbHOIi TUNIEPTEH3UECH

1.4.4 BpoxieHHbIMM MTOPOKaMU cepaia

1.4.5 llIurcTocomo3om

1’ Jlerounasi BeHO-OKK/II03HOHHASI 00J1e3Hb M/ JIETOYHbIi BEHO-OKKJIIO3MOHHbIi TeMAHTHOMATO3

1’.1 Unnonaruyeckas

1.2 HacnencrBeHHas
1’.2.1 EIF2AK4 mytauust
1°.2.2 Ipyrue MyTauuu

1’.3 UHnytmpoBaHHast IeKapCTBEHHBIM,, TOKCYECKUM ¥ PaTHAIIIOHHBIM BO3IEHCTBAEM

1’.4 AccounupoBaHHasi C:
1’.4.1 3aboneBaHUSIMU COETUHUTEIbHOM TKAHU
1’.4.2 BUY — undekimeit

1>’ IlepcucTupyiomas JeroyHas runepTeH3us HOBOPOXKIAEHHbIX

2. JIT, o0ycioB/IeHHAsI 3200/1€BAHUSME JIEBBIX KAMEp Cepaia:

2.1 Cucronuyeckas nuchyHkims JIZK

2.2 Nuactonuueckas auchyHkums JIK

2.3 IopaxeHue a0pTaJIbHOTO U MUTPAJIBHOTO KJIATIaHOB

2.4 BpoxieHHast WJIv pruoOpeTeHHast 00CTPYKIIMS MyTeil mpuToKa 1 oTToKa JIXK 1 BpoXXneHHbIe KapaIMOMUOIIaTUN

2.5 BPO)KI[CHHI)IC nim HpI/IO6peTCHHI)IC CTE€HO3BI JICTOYHBIX BEH

3. JIT, o0ycJioB/eHHast 3a00/1€BAHMSIMH JIETKHX H/MJIH THNOKCEMHeEii:

3.1 XpoHuueckue 00CTPyKTUBHBIE 3a00I€BAHMS JIETKUX

3.2 MHTepcTuLMalibHbIe 3a001€BaHUsI JTETKUX

3.3 Ipyrue 3a001€BaHMs JIETKUX CO CMELIAHHBIM PECTPUKTUBHBIM U OOCTPYKTUBHBIM MEXaHU3MOM

3.4 PaccrpoiicTBa IbIXxaHUsI BO CHe

3.5 AnbBeoJIsipHast TUTIOBEH THIISILIMST

3.6 BrICOKOTOpHAsI JIerovYHast TUTIEPTEH3US

3.7. HapyuieHue pa3BUTHsI JIETKUX

4. TpomboaMOoOMITIecKast IETOUHAsI TUTIEPTEH3USI U IPYTHe 3a00JIeBaHNUS, COTTPOBOXKIAIONINECS OOCTPYKIIMEH JIETOUHBIX apTepHii

4.1 XpoHuyeckasi TpoMO03IMOOIMYECKast IErOUHasi TUIIEPTeH3US

4.2 npyrue 3a00JieBaHUsl, COMPOBOXIAIOLIMECS OOCTPYKIIMEN JIETOUHBIX apTepHii

4.2.1 AHrnocapkoma

4.2.2 Ipyrue BHYTPUCOCYIUCTBIE OMyXOJIM

4.2.3 ApTepuunThbl

4.2.4 BpoxieHHbIE CTEHO3bI JIETOUHBIX apTepHii
4.2.5 Tapa3utsl (ruaaTuao3)

5. Jlerounast TUNEPTEH3US C HEACHBIMU U MHOXECTBCHHBIMU MEXaHU3MaMU Pa3BUTUA

5.1. Temarosnoruyeckue 3aboaeBaHMsI: XPpOHHUYECKASA TEMOIUTUYCCKAA aHEMUA, MI/IGJ’[OHpO}II/ICI)CpaTI/IBHI)IC SHGOHSBE{HI/IH, CIICHOKTOMUA

5.2. CucteMHble 3a00JeBaHUs: CAPKOUI03, TMCTUOLIUTO3 JIETKUX, TMM(DaHTHOIeHOMUOMATO3

5.3. Merabonuueckue 3a00eBaHMs: HapylleHne 0OMeHa IIMKOreHa, 60se3Hb [olle, TupeouaHas IucHyHKIMS

5.4. Ipyrue: TpoMOOTHYECKasi MUKPOAHTUOMATHSI P OIYXOJISIX JIETKUX, (PUOPO3HbII MEIUACTUHUT, XPOHUYECKAs! TOYeYHasl HeI0CTaTOYHOCTD,

cermeHTapHas JII'

(ukaimsa BKIIOYAET MATh TPyNn U 27 moarpymi (Tad-
quna 1) [1, 29, 30]. O6benuHeHUe pa3IUYHBIX BapUaH-
ToB JIT" 00ycnOBIeHO OOIIMMU 7151 KOHKPETHOM TPYTIITHI
TOAXO0AaMU K TaKTUKE BeleHUs. TakuMm o6pa3oMm, Kitac-
cubukanus JII' (Huuia, 2013) opueHTHpOBaHa B Tep-
BYIO Oouepelib Ha BBIOOp TakTUKHU JjedeHus. OmHako,
HecMOoTps Ha Haymuue noarpymsl 17 — “Ilepcuctupy-

olasi JieroyHass TUIMEPTEH3US HOBOPOXIEHHBIX”
(IJITH) panHag xknaccudukainys Majlo YYUTHIBAET
0COOEHHOCTU 1 BBIPAXXEHHYIO T€TepOreHHOCTh 3a00J1e-
BaHUS B JETCKOM BO3pacTe.

B 2011r Ha wMexXayHapogHOW KOHbepeHIIUuU
B Ilaname, mocBsieHHoi npooaeme JIT' y nereit, 6bu1
MPeUIOKEH TEPMUH “TienuaTpruyeckasi TUIePTeH3UOH-
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Kaunuueckue pexomenoauuu

Hasl cocynucTas 00JIe3Hb JIETKMX ™ U TIpecTaBIeHa Iep-
Bas 3a MCTOPUIO M3YyYeHUs MPOOJIEMbl KIMHUYECKas
kinaccudukaumusa JIT' y gerteid, BKIIoYaromiasi IecsiTb
OCHOBHBIX I'pynn U 6ojee 100 moarpynn (tabauua 2)
[31]. TleanaTtpuueckas Kiaaccudukauuss He OpPUEHTHU-
poBaHa Ha BEIOOp METO/Ia JIEYeHUsT, 2 HO30JIOTUM O00be-
JMHEHBI B TPYIITBI HA OCHOBAHUY OOIIHOCTH ITaTOTeHe-
TUYECKUX M TMaTO(PU3UIOTMYECKUX XapaKTEPUCTHK.
Lenp xknaccudukaum — CUCTEeMaTU3UPOBATh BbIpa-
>KEHHYI0 rereporeHHOCTh JII' B meTckoMm Bo3pacTe OT
BHYTPUYTPOOHOTO TIepHro/a 0 MOIPOCTKOBOTO BO3pac-
Ta, YIy4lIUTh TIOHMMAaHUE TMaToreHe3a W Mmarousno-
JloTiu 3aboJieBaHMsI, 00JIETYMB CIOXHYIO 3ajady Iva-
THOCTMYECKOTO noucka y peoerka c JII' (tabauna 2).

B 2011lr Ha mepBOM BCEMUPHOM CUMIIO3UyME
mo IleamaTpuyeckoil TMIEPTEH3MOHHON COCYAMCTOU
0OJIE3HM JIETKUX TIpeljiokeHa TepBasi (QYHKIIMOHAIb-
Has kinaccudukauus JII' y mereii, yauThIBaroIas oco-
OEHHOCTM BCexX Bo3pacTHbIX rpymnm [1, 2, 32].

DnuaeMuoJIorus

3abosieBaHuEe BCTpeyaeTcss B JIIOOOM BO3pacTe.
HctrHHas pacnpOoCTpaHEHHOCTh Pa3MYHBIX ee (hopM
Heu3BecTHa. B cTpanax, rme momonis nanueHtam c JIT
IIEHTpaJIM30BaHa, PacIpPOCTPAHEHHOCTh €€ 3HAYUTEILHO
BapbUpYeT B 3aBUCUMOCTH OT PErMOHa, Bo3pacTa U Iojia
MOMYJISIIUM, cOCcTaBsis oT 15 1o 50 Ha 1 MJIH B3pOC/IbIX
u ot 2,2 no 15,6 Ha 1 MiH Aeteii. B oTinyme ot B3pocCioi
TIOIYJISILUM, TAe cpeau 60mbHbIX ¢ JIT mpeobaagatoT xeH-
IIMHBI (COOTHOIIEHNE MYXXYMH W KEHIIWH COCTaBJISIET
ot 1,0:1,7 no 1:3,4), y neteii paziuumii o nojry He HabJIO-
naetcs. TeHaeHIIMs K Mpeo0IaIaHuIo JIIL KeHCKOTO IToJia
TIOSIBJISIETCS B IyOEpTaTHOM BO3pacTe, KOTIa 3T0 COOTHO-
meHue gocturaet 1:1,4 [33-35, 37-39]. Unronatudeckast
JIAT Bctpeuaercs ot 0,7 no 4,4 Ha 1 MH geteit u oT 5,9
o 25 Ha 1 muH B3pocibix. PacnpoctpaneHHOCTh JIAT,
accouuuposaHHoii ¢ BIIC, cocrasnser 2,2-15,6 Ha 1 MiH
ngereit u 1,7-12 Ha 1 M B3pocbix. Ilpu atom 1o 50%
BCEX IMalMEHTOB MMEIOT CUHApoM DiizeHMeHrepa [1-3,
32-34]. Bo B3pocinoii nonysiuuu JII, accoumupoBaHHast
¢ 3a00J1eBaHUSIMM JIETKMX, BCTPEUAETCSI PEIIKO, TTPU XPO-
HUYECKUX 3aboseBaHuii nerkux B 1,1% ciaydaes [2].
V nereii TsKenasi, yacto cyrpacucreMHas ¢opma JIT
OCITOXHSIET TedyeHHe 3aboneBaHust y 63% OGOJBHBIX
C BPOXJEHHOW auadparMaJbHON TPbDKE M TUIIOIUIA-
3uel JJeTKux 1 'y 23% neteii ¢ GpOHXOJIETOUHOM qUCTIIA-
3UeiA, OTpeNesisisi BRICOKMI ypOBEHb CMEPTHOCTH B TIEPHOJT
HOBOPOXXAEHHOCTU U paHHETo Bo3pacra [3, 35-39].

Hcxonpl v nporuo3 3a6ojieBanus

HccnenoBanus, npoBeaeHHbIe B 80-X rogax mpoii-
Jioro Beka, Korga crneuuduueckas tepanus JII' emne
He ObUTa pazpaboTaHa, MoKa3alu KpailHe HeOiaronpu-
SITHBIN TTPOTHO3 3a00JieBaHMs. [1pu ecTeCTBEeHHOM KT -
HudeckoM TeueHnu JIT' y nereii BBDKMBaeMOCTh B Teue-
Hue 1, 3 u 5 et cocrasisuia 68%, 48% wn 34%, cooTBeT-
CTBEHHO, a CPEIHSISI BEDKUBAEMOCTD B IETCKOM BO3pacTe

Taommma 2
OCHOBHBI€ TPYIIHI ITeAUATPUIECKON
TUNEPTEH3UOHHON COCYAUCTOMN 00J€3HU JETKUX
(ITanama, 2011) [31]

1. IMpenaranpHas JIT

2. [lepcucrtupyiorast JII' HOBOPOXKIEHHBIX

3. JIT, accoummpoBaHHasl ¢ 3a001€BaHUSIMU CePIIIa y TeTeil

4. JIT, accouumnpoBaHHasi ¢ GPOHXOJIETOUHOM TUCTIIa3ueit

5. M3onuposannast JIAT

6. JIT, accoummpoBaHHast C TCHETUYESCKMMHK MM XPOMOCOMHBIMHU
3a00JI€BAHUSIMU M CUHIPOMaMU

7. JIT, acconmmpoBaHHasi ¢ 3a00JIeBAHUSIMU JIETKUX

8. Tpomb0o3aMbOIMueckas JIT'

9. JIT, accouumpoBaHHasi ¢ TMIIOOAPUYECKUMHU 1/UIH
TUTIOKCUYECKUMU COCTOSTHUSIMU

10. JIT, accoliMMpoBaHHasi ¢ 3a00J1eBaHUSIMU APYTUX OPIaHOB U CUCTEM

Taommma 3
Crpatudukaius pucka y aereit ¢ JII' [3-8, 35-39]

Huskuit puck Kputepuu pucka Bricokuii puck

Her Knununueckue Na
MIPOSIBJICHUSI
TTPaBOXETYTOYKOBOI
HEe0CTaTOYHOCTH
Her CUMIITOMBI Ja
TIPOrPECCUpPYIOT
Her CuHkone Ha
Her OrcraBaHue Ha
B (DU3NYECKOM
Pa3BUTUK
I wmm 11 OKJIT mo BO3 I v IV
MuHUMaIbHOE BNP/NTproBNP 3HauyuTeIbHOS
TIOBBIIICHIE TIOBBIIICHYE
HesnauutenbHast BOxoKT BripaxkenHast
IaTanys, JuIaTalms,
runeptpodust 3HAYUTETHHOE

CHIKeHUE QYyHKIIUT
MPaBOTO XKeNya0uKa,
BBITIOT B IIeprKapie

TIPaBOTO XKeMyaoukKa,
HOPMaJIbHAsI WU
HEe3HAYUTETbHO
CHIDKEHHAsT DYHKIIUS
MPaBOTO XKeJyIouKa

CHU >3,0 n/mun/m? TemMonvHaMKKa CU <2,5 1/mMun/M>

mPAP/mSAP <0,75 10 IAHHBIM mPAP/mSAP >0,75

Ba30peaKTMBHOCTb +  KaTeTepusaluu JlaBeHue B PaBoM

NJICC <20 En. cepaua npencepauu >10

Byna/m? MJICC >20 En.
Byna/m?

Mpumeyanue: @K — dynkumoHanbHbiii knacc, BNP/NTproBNP —
MO3TOBOI HaTpuitypetnueckuii mentun/N-TepMaabHBI MO3rOBOI
HaTpuitypeTryeckuii nponentua mPAP/mSAP — oTHolleHue cpeaHero
IIaBJIeHMsI B JIETOYHOl apTepuu K CpelHEMY CUCTEMHOMY apTepUabHOMY
napieHuto, CU — cepmeunsiiit unnekc, MJICC — WHIEKC JIETOYHOTO
COCYIUCTOTO comnpoTuBieHus, BJIJI — OpoHxoseroyHast QucIiasus,
IJITH — nepcuctupytoias jeroyHast runepTeH3ust HOBOPOXKAECHHBIX.

He npesbiana 10 mec. [11-13]. C Havana spbl crienu-
¢uueckoit Tepanuu JII, koTopas Havanack B EBpome
u CIIIA B koH1ie 90-x romoBs, a B Poccuiickoit denepa-
uuu ¢ cepeaunnl 2000-x rogoB, MPOTrHO3 U BbIXKUBae-
MOCTb B 3TOM rpyIme 00JbHbBIX CYILIECTBEHHO YIyUIlIM-
Jauck: Tak 1,3 u 5 BeKMBaeMocTh y aeteit ¢ JIAI Ha poHe
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crienruryeckoil repanuu cocrabuiu 96%, 84% u 74%,
cooTBeTcTBeHHO. B TO ke Bpems, JII' Bce ewne ocraercs
XPOHUYECKUM HEU3NEeYMMbIM 3a00JI€BaHUEM, acCOLU-
HUPYIOLIAMCS C BBICOKOW CMEPTHOCTHIO [14].

OnpeneneHue MPOrHo3a 3a0oJieBaHUS SBISETCS
CJIOXXHOM, HO HEOOXOAMMOM 3amayeit, pelieHre KoTo-
poii opmupyer crpateruto Tepanuu y geteir ¢ JII.
Crpatudukanus pucka BKIIOYAET KOMILIEKCHYIO
OILIEHKY KJIMHUYECKUX TPU3HAKOB M CUMIITOMOB,
B COYETAaHWM C JAaHHBIMM PAcUYeTOB MapaMeTPOB T'eMO-
TWHAMUKU, orpeneieHneM (pyHKIIMOHAJIBHOTO Kilacca,
COCTOSTHUSI ¥ CTeTIeHW HapylieHus1 (yHKIIMU TPaBOTO
KeJyoo4yKa, pe3yabraraMu Ja00opaTOpHBIX TECTOB (Tad-
auua 3).

Bce BhIIEnIEpeYNCICHHBIE KPUTEPUU MCTIONB3Y-
[OTCSI [T pa3rpaHUYeHUsT OOJIbHBIX U3 TPYIIT HU3KOTO
1 BBICOKOTO pUCKa. BoJIbHBIE TPYIIITBI IPOMEXYTOYHOTO
prUcKa WMEIOT TepeXOnHble KIMHUKO-UHCTPYMEH-
TaJbHO-1ab0paTOpHbIE TTOKa3aTesln, KOTOpble B Tab-
JIULIE OTAEIbHO He BhiaeaeHbl. [IpencraBieHHble (pak-
TOPBI PUCKA B TIEANATPUU UMEIOT YPOBEHb J0Ka3aTelb-
Hoctu C BBUIY HETOCTATOYHOTO 00beMa MJTA OTCYTCTBUS
JNAHHBIX, TIOJTYYEHHBIX TIpU WCCIEAOBAaHUU [ETEN.
B xauecTBe AOMOTHUTEIBHBIX KPUTEPUEB PUCKA MOXHO
WCIIOJb30BaTh. OTHOLIEHWE JIETOYHOTO COCYIUCTOTO
conpotusienusd (PVR) kK cucteMHOMY cOCyaIuCTOMY
conpotuBaeHuto (SVR), mnpoiigeHHYIO0 IMCTaHLUMIO
BO BpeMsl MpOBEIeHUs TecTa ¢ 6-MUHYTON XOAbOOI
1 MakcuMajibHOe notpebsieHue kuciaopona (VO, max)
10 TaHHBIM KapAWOMYJIbMOHAJIBHOTO TecTa ¢ husnye-
cKoii Harpy3koii. CiieyeT OTMETUTD, UTO OOJIBILIMHCTBO
3TUX KPUTEPUEB BaJUIHBI TPEUMYIIECTBEHHO JUIS
nJIAT, 1 TpuBeNeHHbIC BHIIIE TTOPOTOBLIC BEJIMYUHBI
He BCerja MOTYT ObITh TPUMEHMMBI K IPYTUM (hopMam
JIAT. Bonee Toro, mpu olEeHKE pYCKa HEOOXOAUMO YUU-
THIBaTh TPUMEHEHWE 3apeTUCTPUPOBAHHBIX JieKap-
CTBEHHBIX CPEACTB U MX BIMSHUE Ha TEpeurClIeHHbIE
TepeMeHHbBIE.

Tepanus neroyHoii runepTeH3uu y aeTei
Jleuenue JII, BHe 3aBUCHUMOCTU OT €€ ITHUOJIOTUU,
JIOJKHO OBITh HAMPaBJIEHO HA O0JIErYeHUE CUMIITOMOB,
yIIydllIeHUEe KayecTBa XU3HU OOJbHBIX, MPEeIypexie-
HUE MporpeccupoBaHus 3a00j€eBaHUs, HACKOJBKO 3TO
BO3MOXHO, ¥ YBeJIUYEHUE MPOAOKUTETbHOCTU KU3HMU.
PeBononioHHble u3MeHeHUsT B Tepanuu JIAT
3a MOCJIEAHUE TOJbl MPOU3OLIIN B pe3ysbTraTe MosiBiIe-
HUSI HOBOW TeHepauuu cCrielnbUIecKuX IpernapaTos,
Tepanysi KOTOPHIMU TTPUBOINT K YJIYUIIIEHUIO KITMHUYE-
CKOU CUMNITOMATUKH, (DYHKIIMOHAIBHBIX Y TeMOIMHA-
MUWYECKUX MTOKa3aTesel, 3aMeUisieT MporpeccCupoBaHue
3a00JieBaHUs, YAy4ylllaeT IMPOTHO3 B 3TON CIIOXHOM
TpyTire malueHToB. B HacTosIee BpeMsi TepareBTuye-
cKag TMpakTUKa pacrnosiaraeT 12 HOBBIMU JIEKApCTBEH-
HBIMM CPEACTBAMU, 3apEeTrUCTPUPOBAHHBIMU IS Jieue-
HUS B3pOCIIBIX TallMeHTOB. Mcxons 3 MmexaHusma aeii-
CTBUsI, TIperapaTtbl OTHOCITCS K TpeM (hapMaKoIoru-

YECKUM TpyMIaM U MOTYT TIPUMEHSITHCSI TIEpOpasIbHO,
WHTATSIIUOHHO, TIONKOXHO W BHYTpUBEHHO. B Omu-
Xaiiiem OyayIeM oXuaaeTcs MosIBJIEHUE HOBBIX TPYTIIT
JIAT -cnenuduyeckux JeKapCTBEHHBIX IpenapaTosB.
OnHako TOSBISIONIMECS HOBBIE METONMKU MEIUKa-
MEHTO3HOTO JIeUeHUsI Jj1s1 B3pOCbIX nauueHToB ¢ JIAT
HEeIOCTaTOYHO XOPOIIIO U3yyeHhsl y AeTeil. Kpome Toro,
MyJbTU(akTOpUanbHbIl xapakTep JIAT y neteit cyiie-
CTBEHHO 3aTPYIHSET BHIOOP BO3MOXHBIX CPEACTB Jieue-
HUS W He MpUEMJIET HEOOAYMAaHHOTrO Ha3HAYEeHUS
006X UMeromuxcs B Hamnunu JIAI-crienuduyeckmx
npenapaTtoB. AJIropuT™M JjedyeOHol TakTuku JIAT
y JeTeill TpeacraBisieT coOOl KOMIUIEKCHYIO cTpaTe-
TUI0, BKJTIOUAIOIIYIO OLIEHKY TSKECTU U IMPOrHo3a 3a60-
JIeBaHWSI B KaXIOM KOHKDETHOM cjiydae, OLEHKY
5(bGhEKTUBHOCTH Pa3TUYHbBIX JIEKAPCTBEHHBIX CPEACTB
U UX B3aUMOJICHCTBUS TIPY BO3MOXHBIX KOMOMHAIIUSIX,
a TakKe JIEKapCTBEHHOE B3aMMOJIECTBUE C COMYTCTRY-
omuMu npenapatramu. C OTHOCUTEJIBHO HEIABHETO
BpEMEHU B KJIMHUYECKYIO TPAKTUKY BOIIIW HOBBIC
XUPYprudecKre 1 MHTePBEHIIMOHHBIE METO/IbI TIAJIJTa -
TUBHOTO JiIeueHUs neTeit ¢ Tsekenoi JIAL, Bkioualonue
aTpUOCENTOCTOMMUIO U aHacToMo3 IloTTca, Mo3BoJIsIO-
1€ CHU3UTh U3OBITOYHOE NABJIEHUS B MPABOM XKeJy-
JIOYKE, YMEHBIIUTh KOMIIPECCUIO, YIYYIIUTh pelakca-
LIMI0 JIEBOTO XENyAOouyka W YBEJIUYUTh CUCTEMHBII
BBIOpOC.

Boui6op TakTtuku neyeHus JII' y meteii oOyciaoBieH
MU3BECTHOM TSXKECThIO 3a00JIeBaHUsI, OBICTPBIM €ro Mpo-
TPECCUPOBAHUEM U OTPAHWYEHHBIM CIIEKTPOM Tpernapa-
TOB, pa3pelIeHHbIX K MPUMEHEHUIO B JETCKOM BO3pacTe.
OcHoBHbIe Lenu Tepanuu JII' y mereii, Kak MpaBUIO,
3aBUCAT OT PEATbHOU KIMHUYECKOUN CUTYallMU, HO CPEeaU
HUX BBIIEISIOT 6a30BbIe CTpaTErMUecKue 3aaadu, Tpedy-
OllMe PelIeHUs] B KOHKPETHOUN CUTYalluu:

1) TlomaBieHMEe MATOJOTMYECKON Ba30KOHCTPUK-
LIMY U CIEPKMBAHUE CTPYKTYPHOI'O PEMOAETUPOBAHUS
JIETOYHBIX COCY/IOB;

2) Koppekiys TMIOKCEMUM;

3) TMoanep:xxaHue GYHKUMY MPaBOTO XeJIyI04YKa;

4) JleueHue OCHOBHOIO 3a00JI€BaHUSI.

HoctuxeHnue rinobanbHbIXx uenaeil Tepanuu JIT,
Yy KOHKPETHOTrO MalreHTa, TpedyeT, KaK MpaBujio, KOM-
OMHALMKU TAKTUYECKUX PEIIEHUI U BKIIIOYAET:

1) OO61uve peKoMeHIaUWK MO KOppeKLunu odbpasza
XW3HU, MeTomaM (U3UYECKOW U TICUXOJOTUYECKOU
peabuauTalu, TIpeaynpexiaeHuo OepeMeHHOCTH,
BaKIIMHAIINW;

2) IloaaepXuBalollylo MeIMKaMEHTO3HYIO Tepa-
nuto JII' (KoppeKIuio rMIoKceMuu, aluao3a, 0oe300-
JIMBaHWE, CENallMl0, AHTUKOATYJISHTBI, IUYPETUKHU,
ceplleuyHble TJAUKO3UAbl, WHOTPOITHBIE Ipemnaparhl;
Mepbl, HallpaBJ€HHbIE Ha KOPPEKIIMIO aCCOLMMPOBAH-
HOTo 3a00JIeBaHUS);

3) Cneuuduueckyto tepanuto JIT, BKaouass Mmeau-
KaMEHTO3HYIO Ba30AWJIATUPYIOIIYI0, aHTUIIpoJudepa-
TUBHYIO TEPAMNUIO U XUPYPrUUecKoe JeUYeHue.
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Ta6smua 4

O6uue pekomeHgauuu wisgd 6oabHbIx JIT [1-8, 40-41]

PexomeHpanmu Knacc yoenutenbHocTi/
YPOBEHb 10KA3aTeJIbHOCTH
pPEKOMEHIa i

He3sasrcumo ot mpuunsst JIT, BceM G0IbHBIM MOKa3aHO OTPAHNYEHNE MHTEHCUBHBIX (DU3NUECKUX HATPY30K. I1C

He3saucumo ot npuunsel JIT, BceM 60bHBIM peKOMEHIOBaHA (hu3uvecKast peabuinTaius: TPEHUPOBKa IC

JIbIXaTeJIbHOU CUCTEMBI U 1O3MPOBaHHAsH (DU3UUYecKasi Harpy3ka MOTYT YBEIUYMTh EPEHOCUMOCTh (DU3MUYECKUX

Harpy3oK ¥ yJIyyIlIUTh Ka4eCTBO XU3HHU.

Heram ¢ I-1T @K JIT peKoMeHI0BaHbI JIETKKe a3poOHbIe (PU3NUECKKe HArpy3KH 10 KOHTPOJIEM CaMOYYBCTBUS. 1C

Hersam ¢ JIT He peKOMEHI0BaHbl CUJIOBBIE BUIBI CTIOPTA, aHA3POOHBIE U U30METPUYECKUE HArPY3KHU. IC

HesaBucumo ot npuuunHel JIT, BceM 60JIbHBIM pEeKOMEHI0BaHa MICUX0JI0TUYECKas MOAAEPKKa U peaduIuTaLus. IC

Jetsam ¢ JIT peKOMEHIOBAaHO TTyTEIIECTBOBATH aBUATPAHCIIOPTOM TOJIBKO B CTAOMIIBHOM M KOMIIEHCUPOBAHHOM I1C

COCTOSIHUM.

PexkomeH10BaHO M30eraTh M/WiaK MpeaynpexaaTh pa3BUuTIe 00JeBOro CHHAPOMa Jt000ii 3Tnojoruu y 6osbHbix ¢ JIL 1 C

BecrnokoiiHble MalMeHTbI TPU 3TOM MOTYT HYKIaThCsl B JOMOJIHUTEIbHOM Ceallvu.

BceM GosbHBIM ¢ JIT pekoMeH10BaHa MJ1aHOBasi UMMYHU3alMs, B T.4. IPOTUB IPUIINA, PECNUPATOPHO-CUHLIUTHANb- [ C

HOTO BUPYCa M KOKJIIOIIA, a TAKXXe TIPOTUB THEBMOKOKKOBBIX MH(EKIINI.

PexomeHnoBaHa cBOeBpeMeHHAsT KOHCYIBTALIUS I€BOUEK MOAPOCTKOB, 60bHBIX JII, 0 BEpOSITHBIX pHCKaXx, IB

ACCOLMUPYIOLIMXCS ¢ GEPEMEHHOCTBIO U POIAMH, @ TAKXKE O BO3MOXKHOCTH GE30IMACHOM KOHTPALIETILIMH.

OO6ume pekoMeHaanuu A1 60abHbIX ¢ JIT

Jlist Bcex 60sbHBIX ¢ JIAT akTyanibHBI 001LIME peKO-
MEHAALUU, COOTIOACHUE KOTOPBIX MO3BOJSET YMEHb-
IIUTh PUCK OBICTPOTO MPOTPECCUpPOBaHUS 3abojieBa-
Hus. K HUM OTHOCUTCS coOJIIoeHe pexkruma (puznde-
CKHUX Harpy3ok (yMepeHHble (pu3niyeckue yrnpaxxHeHus
W UCKJIOUYEHUE 3HAUYUTENbHBIX HArpy30K, COMpPSIKEH-
HBIX C PUCKOM Pa3BUTUSI CUHKOMAIbHBIX COCTOSIHUIA),
npodunakTuka WHOEKIUOHHBIX 3aboneBaHuil. Bo
BpeMs MoJIeTa HEKOTOPBIM MalleHTaM C apTepUaIbHON
TUTIOKCEMUEN MOXET MOTpeOOBAThCS MHIAJSIUS KUC-
Jiopoaa (tabauua 4).

HesaBucumo ot npuuunbl JII, BceM OOJBHBIM
TMoKa3aHbl orpaHuyeHusi ¢usmdeckux Harpy3ok. [Ipu
9TOM TPEHUPOBKA JBIXaTE€IbHOW CHUCTEMBI U TO3UPO-
BaHHbIC (pU3NUYECKHE HArpy3KU MOTYT TTOBBICUTH TOJIE-
PaHTHOCTb K (PU3MYECKUM Harpy3kam W YJIy4dllIUThb
KauecTBO Xu3Hu [1-8, 40-41].

IIpoduaakTuka pecnMpaTopHbX HHpeKUMii, exe-
roJHasl BaKIIMHAIMS TPOTUB TPUIIA U THEBMOKOKKO-
BOU MH(MEKIINU, aKTUBHOE JIEYEHNE JIETOYHBIX UH(DEK-
111 ype3BblUaitHO BaxkHbI 118 aeteit ¢ JIAL, mockoabKy
MPUCOEANHEHUE AJIBBEOISIPHON TUIIOKCEMUHU BCeTAa
COIPOBOXAAETCH YXyAUIEHUEM KIMHUYECKOTO COCTOSI-
Hud 601pHOTO. MMMYHUM3a1Us TPOTUB IPUIIIIA, PECTIU-
PaTOPHO-CUHIUTUAIBHOTO BUPYCa ¥ KOKJTIOIIIA, a TAKXKE
MPOTUB MTHEBMOKOKKOBBIX MH(MEKIIU SBISIETCS palro-
HaJIbHOW B 3TOM TpyIINe OOJIbHBIX, IOCKOJbKY 3T 3200~
JIeBaHUSI MOTYT TIpuBeCTH K obocTpeHuto JII' u moBbI-
CUTbh YacCTOTYy OCJOXHEHWH U CMEpPTHOCTh. B ciyuae
BO3HUKHOBEHUSI PECIUPATOPHBIX 3a00J€BaHUI Tepa-
MU A0JKHA ObITh TOCTATOYHO aKTUBHOM W Mpeaynpe-
JIUATH TIOBBIIIEHWE PEAKTUBHOCTHU JIETOYHBIX COCYIOB,
BCJIEICTBUE BEHTUJISILIMOHHO-NIEPMY3MOHHBIX HapyIlle-
HUI U/WIA TUTIOKCEMUU. AKTMBHAsT JKapOTIOHWXKAl0-

1ast Teparus, B CJIydae JIMXOPaIKH, TOJKHA TIPemyTIpe-
JIIUTb pa3BUTHE MeTaboJUYeCKUX HapylieHuil. Jlroboe
nH}pEeKIMOHHOe 3a0ojieBaHUE JOJDKHO paccMaTpH-
BaThCs KakK (haKTOp pUCKa JIETOYHOTO TUTIEPTEH3UBHOTO
Kpu3a, criendrdeckas Tepamnus Ha 3ToM (poHe ToJKHA
ObITh MaKcHUMaJbHOI [1-8, 40-41].

IIpoduaakTuka u evyeHue 60J1eBOro CHHIAPOMA

PexoMeHmoBaHO M30eraTh U/WJIW TPEAYNPEXKAATH
pa3BUTHE OOJIEBOTO CHUHApPOMA JIIOOOI 3TUOJIOTUM
y 6osbHBIX ¢ JII. becriokoliHble MalMeHThl IPU 3TOM
MOTYT HYXIaThCS B JOMOJHUTENbHOM ceqaumu [40-41].

IIpenynpexknaenne 6GepeMeHHOCTH

JIAT yxymiraer TeyeHue OepeMeHHOCTH y 38%
OOJIBHBIX M MOXET IMPUBECTH K CMEPTH IMallMeHTOK
B 12% cnydaeB. Eciu JII' KOHTpOMpyeTcs U HE MpO-
rpeccupyer, TedeHWe OEepeMEeHHOCTH MOXET 3aKOH-
YUThC OaaronpusiTHo. Mcnoib3oBaHUE MTPOTUBO3aYa-
TOYHBIX CPEACTB HEXeJIaTeJIbHO M3-3a pUCcKa TPOMOO-
obpazoBaHus. IIpy BO3ZHUKHOBEHUU OEpPEeMEHHOCTU
y 6osbHOI ¢ JIT peKoMeHayeTcsl pacCMOTpeTh Bce dak-
TOpHI pucka. [laHHbIE O HEOOXOIMMOCTH €€ TpephiBa-
HUS Ha paHHUX CPOKaX MPOTUBOpeumBHI [1-8, 40-41].

IHonnepxusaromas tepanus JIT

Kucnopoaorepanusa. boabinHcTBO 00abHBIX JIAT
MMEIOT HE3HAUYMTEJIbHYI0 apTepUaIbHYIO TUTTOKCEMUIO
B nokoe. MckimoueHreM gBISIOTCS MauueHTsl ¢ JIAT
Ha ¢oHe BIIC (y koTOophIX BCAeaAcTBUE cOpoca KPOBU
CIIpaBa HaJIeBO pa3BUBaeTCs pedpakTepHasi K KUCIO0PO-
JIOTepariui TUTIOKCEMMsI), a TakXke JIIa C XpOHW4Ye-
CKHAMU JIETOYHBIMH 3a00JIEBAHUSIMM.

HaznaueHnue Kucioposa moKa3aHo Ipu Bcex hop-
Max JIT. ITozx ero Bo3aeiicTBYEM yMEHBIIIAETCS TUTTOKCE-
MMSI U, KaK CJIEICTBUE, Ba30KOHCTPUKIIUS COCYIOB
MaJIoro Kpyra, yJIydiiaeTcst MeTabom3M TkaHen. bosb-
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HbIM JIT, accouunpoBaHHOM € TsXKenoi TUITOKCeMUEH,
HeobXxoauMa JUTUTeNIbHasl, MHOTAA MOXW3HEHHAs! OKCU-
reHoTepanusi, MpuMeHsiemas, B T.4. B JOMaIIIHUX yCJIO-
BUSIX. DhGHEKTUBHOCTD IIUTEIbHBIX MHraJsSUMUNA KHUC-
Jopoga (2 -5 JI/MWH. B 3aBUCUMOCTH OT BO3pacTa 1 CII0-
co0a mo1ayu KMCJIOpO/a B IbIXaTeIbHbIE ITYyTH, HOCOBbIE
KaHIOJIM UJIW JIN1eBask Macka), MpU KOTOPbIX caTypalus
KPOBU MTOCTOSTHHO TIOJIEPKUBaeTCs Ha ypoBHE 93-94%
U OoJiee, XOPOIIO MPOAEMOHCTpUpPOBaHa y 00abHbIX JIT,
BO3HUKIIEH Ha (hOHE XPOHUYECKOTO OOCTPYKTUBHOIO
3a00JieBaHU JIETKUX. B 3TOil rpyrine naiueHToB OKCU-
reHoTepanus NpeAoTBpallaeT JalbHelee mporpeccu-
poBanue JII. Tlpu apyrux BapuaHTax 3a0o0jieBaHUS
3(OEKTUBHOCTh MHTAISIIMNA KHUCJIOpOAa CUYMUTAETCS
MeHee BbIpaXeHHOM. Tepamnusi KUCI0poAoM MoKa3zaHa
6onbHbIM ¢ JIAI' TOABKO TOrha, Korma pa3BUBaeTcs
TUTOKCEMUS C MapUUaJIbHBIM JABJIEHUEM KUCIOpoaa
MeHee 60 MM PT.CT. WK C TTOKA3aTeIsIMU HACBILIEHUS
KkucioponoM MeHee 92%. Kucioponorepanus 000CHO-
BaHa y OOJBHBIX C TPAH3UTOPHBIMM M TTOCTOSTHHBIMU
TUITOKCUYECKUMU COCTOSSHUSIMU, OOYCJIOBJIEHHBIMU
HOYHBIMU alHOE€ WKW OOCTPYKTHMBHBIMU 3a00JI€BaHU-
SIMU JIETKUX, a TAaKXKe MPU MPaBOXKeTyI0YKOBOU HEd0-
CTaTOYHOCTU Y TUITOKCEMMU B MOKOE, WIN TOKa3aHHOMN
JIecaTypaluu Ha ¢oHe ¢pusndyeckoil Harpy3ku. Kucio-
pon 1eaecoobpa3Ho Ha3HAYaTh IIOCTOSIHHO MTPY XPOHU-
YECKOI TUMOKCEMUM, IEPUOANYECKU B CIyYasix OTCYT-
CTBUSI XPOHUYECKOU THUIIOKCEMUU, MpPU JOKa3aHHOM
Jlecatypaluu nociyie puandeckoir Harpy3Ku Wik B HOY-
HOE BpeMsl, IPEANOYTUTENBHO C MOMOIILIO KOHLIEHTpa-
TOpPOB Kuciopoaa. IuTenbHOe MPUMEHEHUE KUCIIO-
poia B HOYHOE BpeMs CIOCOOCTBYET YMEHBIIEHUIO
BBIPAaXXEHHOCTU KJIMHUYECKUX CUMIITOMOB Yy MallMeH-
TOB C CUHIPOMOM DU3eHMEeHTepa, OJHAKO HE CIIOCO0-
CTBYeT yBeJIMYEHUIO BbIXKMBaeMocTU. I[lpumeHeHue
KHUCJIOpOa CYMTAeTcsl OOOCHOBAaHHBIM, €CJIU OHO
COMPOBOXKAAETCS CTOMKHUM MOBBILIEHUEM HACHILLIEHMUS
KPOBU KMCJOPOAOM U YMEHBIIEHUEM KIMHUYECKUX
cumntoMoB JIAT [3, 4, 43].

OTMeHa KUCIOpOAOTEepaNnuy MPOBOAUTCS MOCTe-
TMeHHO, CHaYajia OTMEHSIIOT KUCJIOPO/l B THEBHOE BpEMSI
W Tmepuoa OOIpCTBOBAaHUS, 3aTe€M B HOYHOE BpeMs
W BO BpeMsI CHa MOJ KOHTPOJEM IMPOJOHTMPOBAHHOMN
nynabcokcuMeTpun. CrenyeT yYuThIBaTh, UTO KUCIOPO-
JloTepanys TOBBIIIAET PUCK JIETOYHBIX OCJIOXHEHMUI,
TaKuX Kak, MHEBMOHUS WUJIM Jaxke 00OCTpEeHUE XPOHU-
YeCcKOro 3a00J1eBaHUS JIETKUX.

Nuransmuonnslii okena a3ora (NO) peKoMeHIOBaH
nauueHTaM ¢ JII' mpu pe3koM 00OCTpeHUM KIMHUYE-
CKOTO TEYeHUs, B T.Y. IPU PAa3BUTUU JIETOYHOTO COCY-
JucToro Kpusa, octpoit JII' Ha ¢oHe pecnmupaTopHOTo
JNACTPECC-CUHAPOMA, CYIIECTBYIONIETO MMapeHXUMATO3-
Horo 3aboieBanms jgerkmx w/mwau IJITH [1, 3, 4,
40-41]. AHransamum okcuaa a3oTa B HACTOSIIIIEE BpeMs
SIBJISIIOTCSL Tepanuell nmepBoi JuHUM Tipu octpoit JIT,
HO HE KCIOJIb3YIOTCSI B KAUeCTBE METONa MOCTOSIHHOMN
Tepanuu. MHraisiumst okcuaa a3ota CHXAIT MOoTpeo-

HOCTb B 9KCTPAKOPIOPaTIbHOIK MEMOpPaHHOI OKCUTEHa-
1 (BKMO), 0co6eHHO y TOHOLIEHHBIX AETEN C TsIXKe-
JIO JABIXaTeAbHOW HEAOCTATOYHOCTBIO. Y OOJIBHBIX
¢ Tsexenoit JIT maransimu NO HaulHAIOT CO CTapTOBOM
no3bl 20 ppm, TIpu OTCYTCTBUM 3 deKTa 103y YBEIUUM -
BatoT 10 40 ppm. Mcnonb3oBaHue BbICOKUX 103 NO
MOXET TPUBECTU K PA3BUTUIO METTEMOIJIOOMHEMUU,
YTO TpeOyeT OTMEHBI Mpenapara.

DKMO. ITanyeHTaM ¢ TSKEIOM JeTOYHOM TUTIEP-
TEH3UEU, BBIPAXKEHHOW TMITOKCEMUEN WM HU3KUM CEp-
JIEYHBIM BBIOPOCOM, C TSDKEJIOW CepAeyHoOil u/uiaum
JIbIXaTeJIbHOW HEMOCTATOYHOCThIO, MpU HeaDhEeKTUB-
HOCTU MEIMKAMEHTO3HOW Tepanuu ISl peaynpexie-
HUSI HEOOpaTMMBIX M3MEHEHWIl B OpraHax M TKaHSIX
nokazaHa npouenypa 9KMO [41, 42].

JuypeTuku. YMeHbIIIEeHUE TPeAHArpy3ku y 0oJib-
HBIX C KIMHUYECKUMU MPOSBICHUSIMU MPABOXKETYI0Y-
KOBOI HEIOCTaTOYHOCTU SIBJSETCS ITOKa3aHUEM
K Ha3HaYeHUI0 TuypeTrukKoB. OJHaKO, AaxXe MpU Halu-
yuu nepudepruyeckux OTeKOB U acliuTa, ciaenyeT u3oe-
raTb arpecCUBHOU OUYPETUYECKOW Tepanmuu B BUAY
pUCKa CHUCTEMHOW TUMOTEH3UM U CHWXEHUS cepieyd-
Horo BbIOpoca. Hawbosee paliMoOHaJbHBIM SIBJISIETCS
MPUMEHEHUE TIEeTJAEBbIX IUYPETUKOB: GypoceMuaa
0,5-4 Mr/Kr B CyT., a TakKXe THIPOXJIOpPOTHA3HMAA
1-4 mr/kT B cyT. [1-8, 40-41]. 103! TIperapaToB JOJKHBI
aKKypaTHO TUTPOBATbCI BO M30eXaHUE Pe3KOro najie-
HUS 00beMa LIUPKYJIUPYIOIIE KPOBU Y CHUXKEHUS CUC-
TEeMHOTO apTepuabHOTO AaBjieHus. biokarop peuemn-
TOPOB MUHEPATIOKOPTUKOUIOB CIUPOHOJIAKTOH OKa3bl-
BAeT JIMIIb HE3HAYUTEIbHBINA qUypeTUudecKuil a3 dexT,
MPU 3TOM CYLIECTBEHHO CHUXAET BBIPAOOTKY albJ0CTe-
pOHA U OCTaHABJIMBAET KacKaj MaTOJOTMYEeCKUX peak-
LI, BOBHUKAIOIINX B PeHUH-aHTMOTEH3UH-aIbJ0CTe-
POHOBOM CHCTEME 3aITyCKaeMbIX MPU CEPAECYHON HEI0-
CTaTOYHOCTU. PsAnm wuccienoBaHUl TOKa3aiu, 4YTO
0JI0KaTOpbl MUHEPAIKOPTUKOUAHBIX PELIENITOPOB OKa-
3BIBAIOT MOJOXUTENbHBINA 3D GhEKT MpU peMoIeIMpoBa-
HUU W HapylleHUU (PYHKIMU MPaBoOro XKeaymodka [3,
4]. Tlo pesynbpraTaM aHajiu3a IMOJYYEHHBIX JaHHBIX
KimHu4YecKux uccnenoBanmii ARIES-1/-2 y B3pocibix
nauueHToB ¢ JIAT, mojiyyaBIIMX aHTATOHUCT SHAOTEJIU -
HOBBIX PELIENTOPOB aMOpU3eHTaH B KOMOWHAIUU
CO CIIMPOHOJIAKTOHOM, HabII0AaIuCh OoJiee Oaronpu-
SITHBIE WICXOJIbI, YEM Y MAIMEHTOB, MOJyYaBIIUX MOHO-
Tepanuio amopuseHTaHoM [44]. [To3nHee ObL10 OOHApPY-
>KE€HO, YTO YPOBHU aJbJOCTEPOHA WM €r0 MUIIEHU —
rajiektTuHa-3 (KOTOpblii 00MagaeT mpoduOpPOTUIECKUM
3¢ ¢heKTOM) MOBBILIEHBI B IJIa3Me y B3POCIbIX MallMeH-
ToB ¢ JIAT' U accouMupyloTcsi ¢ BBICOKMM (DYHKIIMO-
HanbHBIM KitaccoM JIT [45, 46]. CIMpOHOJIAaKTOH PEKO-
MeHJ0BaH 001bHbIM ¢ JIAT 1 nuactoauyeckoi cepaey-
HOW HEJOCTaTOYHOCThIO, B T.Y. TMPU COXpaHHOU
dpakuuu BbIOpOCa, 3a CUET YJIYYIIEHUS AUACTOJIUYE-
CKOWi (hyHKIIMY MPABOTO U JIEBOTO XeTyno4KoB. Crinpo-
HOJIAaKTOH Ha3HaydaeTcsl B CyTOYHOM mo3e 1-3 mr/kr 2
paza/cyt. [1, 4, 5]. IuypeTndecKkas Tepamus IODKHA
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COIIPOBOXIATHCSI PETYISIPHBIM KOHTPOJIEM YPOBHS
KaJIusl ¥ KpeaTHHUHA.

Bera-anpeno6Jokaropsl. PeMonmenupoBaHue Tpa-
BOTO XeJyIo4yKa C MOCJEAYIOIIUM CHUXEHUEM €ero
CUCTOJIMYECKOM U MUACTOIMYECKON (PYHKIIMU SIBIISIETCS
OITHUM M3 BaXXKHEUIIMX MEXaHU3MOB Pa3BUTHS Cepied-
HOW HEHOCTaTOYHOCTM W rubenu manueHta c JIAT.
MHorue mnokasaTenu, XapakTepusyouiie GyHKIIUIO
MPaBOTO XeayA0YKa, UCITONIb3YIOTCS KaK TPOTHOCTUYE-
ckue (haKToOphl M MPEeIUKTOPHI JieTasibHOCTU. [Ipn aTOM
MPOrpecCUpPOBaHUE CTEMEHU MPaBOXKETYIO0YKOBOMN
HEIOCTaTOYHOCTH He BCEra KOPPEIUpPYyeT CO CTENEHBIO
JIT. TTogo6HO HEHPOryMOpaJTbHBIM MEXaHU3MaM JIEBO-
KEJTyAOYKOBOW HETOCTATOYHOCTU MPU HETOCTATOYHO-
CTH TIPABOTO XEJTyIOYKa TaKXKe MTPOUCXOIUT aKTUBALIMS
CUMIIaTMYECKOIl HEPBHOW CUCTEMBI M CUCTEMBI PEHUH-
aHTMOTEH3UH-aJbI0CTePOH. bera-0j0KaTophl yiy4-
man (QYHKIWIO TPaBOrO KeJynouyka, BOCCTaHABIIM-
BaJIM 9HAOTEIMATIbHYIO (DYHKIIMIO HA KMBOTHBIX MOJIE-
nax [47, 48]. KauHudeckue ornucaHusi, OCHOBaHHbIE
Ha eIVHUYHBIX HAOJIOAEHUSX WCIIOJIb30BaHUs OeTa-
0Ji0KaTOpOB MpHU TopTomyibMoHanbHOi JII' mpusenu
K (hopMUpOBaHUIO MHEHUS O HEA(PHEKTUBHOCTU 3TOMN
rpynisl npenaparoB npu JII. HegaBHee pannoMusupo-
BaHHOE JBOWHOE CJenoe IUIaled0-KOHTPOJIUupyeMoe
HCClIeIOBAaHUE HECEeJIeKTUBHOro OeTa-010KaTopa
C Ba30IWIATUPYIOIIMMMU CBOWCTBAMM KapBeausoia
y B3pociibix OoybHBIX ¢ JIAI, mokasajno yiydileHue
(yHKIIMM MMOKapia M BOCCTAHOBJIEHWE TTOBPEXICH-
Holl ¢yHkuuu sHmotenus [49]. IlokazaHa Ge3omac-
HOCTh TIPUMEHEHUST KaK HM3KUX, TaK U BBICOKUX JI03
KapBeauiaona. Hawnydimii KMTMHWYeCKUil U byHKIIMO-
HaJIbHBINA 2 @EKT MOyIeH TTpU NMTPUMEHEHUN HU3KHUX
103 (3,25 mr 2 paza/cyt.). OqHaKko uccienqoBaHU Kap-
Benwiona y aeteit ¢ JIAI He mpoBOAUIIOCH.

Cepaeunble IIMKO3WAbI U MHOTPOINHbIE MpemapaThbl.
HasznaueHue nurokcuHa 6oybHbIM UJIAT ciocoOGCTBYET
YBEJIMYEHUIO CEPIEYHOTO BBIOpOCAa U JOCTOBEPHOMY
CHIDKEHUIO KOHIEHTpAIlMM HOpaJApeHaTMHA B KPOBU.
CaeneHust 00 3(pHeKTUBHOCTU JIUTEIBHOTO MPUMEHE-
HUS CepACYHBIX IJIMKO3UIOB TIPU MPABOXKETYI0UYKOBOM
CepAEYHO HENOCTaTOYHOCTUM y mnanueHToB ¢ JIAT
OTCYTCTBYIOT. B I5mMTepartype OTCYTCTBYIOT IaHHBIE
O TOM, YTO JIUTOKCUH YBEJIMIMBAET COKPATUMOCTD Ipa-
BOTO XeJTyI0YKa, HO U3BECTHO, YTO THUITOKCHSI, JbIXa-
TEJIBHBIN alli03 U TUTIOKAJIMEMUST, HEPEIKO BCTpevaro-
myecs TIpu CepAevYHON HEeTOCTaTOYHOCTH, TTOBHIIIAIOT
YYBCTBUTEILHOCTh MUOKApP/a K TOKCUYECKOMY 3D heKTy
CEepIEYHBIX TIMKO3UIOB. [103TOMY IWIOKCHUH ClemyeT
TMPUMEHSITh C OOJIBIION OCTOPOXHOCTHIO WJIM BOOOIIE
He Ha3HayaTb 00JbHBIM C JIAT U CHHYCOBBIM PUTMOM.
Y o6onpHbix ¢ JIAT W TaxuapuTMUSIMU BO3MOXKHO
WCIOJIb30BAaHUE JUTOKCUHA C 1EeIbl0 KOHTPOJS
3a 4yacToTol cepaeuHoro purma [1-3, 50].

Hcnonp3oBaHre MHOTPOITHBIX TTPETIapaToB y 00JTb-
HbIX JIAT' mpyuMeHsieTcsl TUIb B CJIydasix JeKOMIIEHCa-
1IMM 3a00JIeBaHUSI U TO3BOJISIET HA HEKOTOPOE BpeMs

JIOCTAYD CTaOWIU3alK COCTOSTHUS. B psine uccienona-
HUI TTOKa3aHO, YTO TOTIAMWH YBEJINYUBAET CEPACUHBIN
BbIOpOC y mauueHToB ¢ JII. OgHako mpuMeHeHue 3TOro
npenapara, B YaCTHOCTHM y HEJIOHOIIEHHBIX IeTeil
¢ OONBIIMM OTKPBITBIM apTepUaTbHBIM ITPOTOKOM,
OTrpaHUYEHO, T.K. TOTIAMUH MOXET YBEJIMUMBATH COOT-
HOIIIEHWE JIETOYHOTO COIPOTUBICHUS K CUCTEMHOMY.
Huskue no3bl noOyraMrHa MOTYT CHUXAaTh JIETOYHOE
COCYIIICTOE COMPOTUBJIEHUWE W YCUJIUBATh COKpaTHU-
MOCTb TpaBoro xenynouka [1-4, 42]. JoOyraMuH oKa-
3bIBAET TMOJIOKUTEJbHOE WHOTPOMHOE JACUCTBUE, YMe-
peHHo yBenuuuBaeT YCC, yBeauuuBaeT yAapHbBIA
Y MMHYTHBI OOBEMBI CEPALIA, CHIXKAET JIETOYHOE COCY-
nuctoe compotuBieHue. CHUCTEMHOE AaBieHUE TMpuU
5TOM CYIIECTBEHHO He M3MeHseTcs. [Ipemapar BbI3bI-
BaeT YMEHbIIIEHUE TaBJIeHUs] HATTOJTHEHUS XKeJTyI0YKOB
cepllia. YBeJIMurMBaeT KOPOHAPHBINI KPOBOTOK U CITO-
COOCTBYET yJAYYUIEHUIO CHAOXEHUsT MHOKapAa KHUCJIO-
ponom. Ilpemapar pekoMeHOyeTCs BBOIWTh B 103aX
1-15 mxr/kr/mMuH. [1pu mpuMeHeHUY B 103aX >7,5 MKT/
KT/MWH HauMHAET TPOSIBIIATHCS OOJBIIMHCTBO IMOO0Y-
HBIX SIBJIEHUU (0OCOOEHHO TaxXMKapausl).

JleBocuMeHIaH TIOBBIIIAET YYyBCTBUTEIBLHOCTH
COKpaTUTENbHBIX OenkoB K Ca’’ myrem cBA3bIBaHUA
¢ TpontoHnHoM C MMoOKapaa B KaJIbIIMEBO-3aBUCUMOM
daze, yBenuMuMBaeT CWIY CEPACYHBIX COKpaIleHUH,
He BJIMSET Ha pacciabiieHue XeayaouykoB. Y OOJbHBIX
¢ JIT' u xpoHUUYecKoil cepleuyHoii HeI0CTaTOYHOCTHIO
(XCH) nonoXuTeabHbIi MHOTPOMHBIN U Ba3oAuIaTH-
pytouii 3 dexT MPUBOAUT K YBETUYSHUIO CUITBI Cep-
JIEYHBIX COKpAIlleHWI M CHIDKEHMIO KaK TIped-, TaK
U TIOCTHArpy3KW, He BJIMSS MPU 3TOM Ha ITUACTOIMYE-
cKyo dyHkumio [42]. DTU MoJOXUTENbHbIE 3(PPEKTHI
JocTUraroTcs 0e3 3HaAUMTEJbHOTO YBEJIWYEHUS MOTpe-
OneHus Mmuokapmom Kuciopoaa. I[Ipemapar 3Hauyu-
TEJIbHO CHUXAeT COoAep>XKaHue 3HAOTeNrnHa-1 y 0osb-
Hbix ¢ XCH. OH npuBOAUT K A0303aBUCUMOMY YBEJIU-
YEHUI0 MWHYTHOTO KpPOBOTOKAa, a TaKXe K 1030-
3aBUCUMOMY CHIKEHUIO NaBJIEHUS! B JIETOYHO-KaITHJI-
JSIpHOW cetu, cpenHero AJl u mnepudepudeckoro
comnpotuBaeHus. Y O6oabHbIX ¢ JII, OCIOXHEHHOI
OCTpON CepIeYHOU HEeNOCTaTOYHOCThIO, WIW IIpU
nekoMneHcauu XCH pekomeHa0BaHO 60TI0CHOE BHY-
TpUBEHHOE BBeJeHUe JieBocuMeHaaHa B gpo3e 0,05-0,1
MKT/KT B MUH B TeueHue 24-48 4 moj; KOHTPOJIEM IoKa-
3aTesieil reMoguHaAMUKU. [eMoauHamMuyeckre 3hheKThl
COXpaHSIOTCSI KaK MUHUMYM Ha TIPOTsDKeHUU 24 4
Y1 MOTYT Ha0JII0AaThCs BILIOTH 10 9 IHEH mocie npekpa-
HIeHUST 6-4acOBOW UHMY3UHU.

AHTHKOATyIsIHTBI W jAe3arperanthl. HaszHaueHwue
AHTUKOATyJSHTOB Yy 00ybHBIX ¢ JIAT 0bycioBieHo hak-
TOpPaMM pUCKa Pa3BUTHSI TIOKAJTBHBIX TPOMOO30B JIETOY -
HOTO apTepUaJIbHOTO U BEHO3HOTO pycia.

YBenmueHue BBKMBAEMOCTH B3POCIIBIX TTAIIMEHTOB
¢ JIAT (uouoraTmdecKoii/HaclaeICTBeHHOM M acCOI-
WPOBAHHOU C MpPUEMOM AHOPEKTHMKOB) OBLIO Mpoje-
MOHCTPUPOBAHO B HECKOJBKUX KIMHUYECKNX UCTIBITA-
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Taomma 5

PexoMenaaumu no nogaepxxuatoieit tepanuu JII' [1-5, 40-51]

PexomeHpanmu

Knacc yoenurenbHocTi/
YPOBEHb I0Ka3aTeJIbHOCTH
pPEKOMEH A i

Kucnoponorepanus pekoMeHmoBaHa 60JbHBIM ITpu Beex hopmax JIT, korma HabmoaeTcst CTOMKOe CHUXEHUE

IlaC

Sa0, <92% wu Pa0O, <60 MM pr.cT. [Ipr XpOHUYECKOiT TMITOKCEMUY PEKOMEHIOBAHA TTPOAOIXKUTEIbHAS

Kucjiopoaoreparus.

Kucnoponotepamnusi pekoMeHIoBaHa marieHTaM ¢ JII' 1 XpoHM4YeCcKOo albBEOISIPHOI THITOKCeMUeid Ha poHe

ITa B

MIPOSIBJIEHUH MTAPEHXMMATO3HBIX 3a00JIeBaHmii Jierkux (B T.4. pu BJI/1) B KauecTBe OCHOBHOTO METO/a Teparum
IUIs oAzepkaHust uesesoit Sa0, >93% (npu nopospenun Ha JIT'), >95% (npu noareepxkaeHHoi JIT).

WHransuus Kkucnopoaa MoxeT ObITh 3hdekTrBHa y mauueHToB ¢ JIT Ha hoHe HalUuKs BHYTPUIETOYHOTO LIYHTA

IlaC

u 'y naiueHToB ¢ JIT, mpoxuBaronmMx Ha G0JIbIION BHICOTE HAl yPOBHEM MOPSI MJIM BO BpEeMsI MepejieTa Ha CaMoJieTe.

BJ'[OKaTOpI)I MUHEPATOKOPTUKOUIHBIX PELICTITOPOB (CHI/I]JOHOJTaKTOH) MOTyT OBITh PEKOMEHIOBAHBI MMallUCHTAM

ITaC

¢ JIT 1 KIMHUYECKUMHU MIPOABJICHUSAMU cepz[e'-mofl HEIO0CTAaTOYHOCTHU, B T.4. cepnel{]—xoﬁ HEI0CTAaTOYHOCTHU

C COXpaHHOI (ppakieii BIOpoca.

HPIYDCTPIKH MOTYT OBITh PEKOMEHIOBAHbBI 60s1bHBIM ¢ JIT M KIMHUYECKUMM MTPOSIBICHUSIMU MPaBOXETYJ0YKOBOM

HEAOCTAaTOYHOCTH.

IIb C

JIMroKCcHH MOXeT ObITh Ha3HaueH y 601bHbIX ¢ JIAT 1 ripeacepaHbIMU TaXUAPUTMUSIMU.

IIb C

B ClIydyadax I€KOMIICHCAIIUN 3a00J1eBaHUS y 6osbHBIX JIT PEKOMEHIOBAHO MCITOJB30BaHUE MHOTPOITHBIX

TpernapaTos.

IIb C

WHransgumronHsiit okeun azota (NO) pekoMeHa0oBaH nauueHTam ¢ JIT pu pe3skoM 000CTpeHUM KITMHUYECKOTO IB
TEYEHUsI, B T.Y. IPU Pa3BUTUU JIETOYHOTO COCYAMCTOro Kpu3a, octpoii JII' Ha poHe pecripaTopHOro qucrpecc-
CHUHIPOMa, CYLIECTBYIOILETO MapeHXMMAaTO3HOTO 3a0oneBaHus erkux u/wiau [TJITH.

JlnvutenbHOe IpUMeHeHHe BaphapiHa PeKOMEHIOBAHO OOJIBHBIM C TIPOTPECCUPYIONIEH UANOTMATHIECKON

IlaB

u HacnenctBeHHol JIAT, xpoHuueckoit TpoMOO3IMOOIMUECKOM JIETOUHOM TUTIEPTEH3UEH, MTAllMEHTaM C HU3KUM
CepIeYHBIM BHIOPOCOM U C COCTOSTHUSIME, COTIPOBOKIAIOIIMUCS TUTIEPKOATYIISIIIAEH.

V nereii ¢ uaMonaTHYecKoi n HacieacTBeHHOM JIAT npy HaIMYMKU MTPOTUBOMOKA3AHUIA ISt aHTUKOATYJISTHTHOIM

IIb C

TEpalunu, 0COOEHHO y NIeTei MilaJ1ero Bo3pacTauny (1)1/131/1'{CCKI/I AKTUBHBIX JETEH € IPEAIONIOXUTEIbHO
TOBBIICHHBIM PUCKOM KPOBOTCYCHUA BBUAY Oosiee BBICOKOM BEPOATHOCTU Cﬂy‘{aﬁHLIX MOBPEXICHUI U TpaBM
B Ka4€CTBC aJILTEPHATUBLI PECKOMEHI0OBAHO MCII0JIb30BaTh aHTUArPEraHTHYIO TEPAIINIO.

HpI/IMCHCHl/Ie AHTUKOATyJIATHTOB HE PEKOMEHI0BAHO ICTAM C HacJIEICTBEHHOM reMOppaI‘I/I‘ICCKOPI TeJIEaHTUIKTA3UEN

1 MOPTOIY/IbMOHAJIbHOI TUMEPTEH3UEH.

HIC

Dddekt LuTenbHOro MPUMEHEHUsT aHTUKOATryJISIHTOB (BapdapuHa, heHnpokyMoHa) y aereii ¢ JIAIL Hesicen

(K HacTOSIIIIEeMy MOMEHTY y IeTeit He U3y4eH).

IIb C

Husx. JlaHHOI KaTeropu OOJbHBIX PEKOMEHIOBAHO
pYTMHHOE TIpUMeHeHue BapdhapuHa; 11eJIeBOil YpOBEHb
MEXIYHAapOIHOTO HOPMaJIW30BAaHHOTO OTHOIIEHUS
(MHO) — 1,5-2,5. CraproBas n03a BapgdaprHa J0JKHA
cocTaByATh 2,5-5 mr 1 paz/cyr. JanbHelmmii pexxum
JIO3UPOBAHUST YCTAHABIUBACTCS WHIMBUAYAJIBHO TIOM
koHTpoieM MHO. Bo3MoXHbII OJaronpusTHBIA
addexT mmMTeTbHOrO0 MPUMEHEHUST aHTUKOATYJISTHTOB
(kyMaguHa, BapaprHa) y HallMEHTOB JAETCKOTO BO3pa-
cta ¢ JIAT He uzyyascsl. YUUTHIBasl OMNBIT, MOJy4YeHHBII
B UCCJIEOBAHUSIX Y B3POCIbIX MALIMEHTOB, JJIUTETHHOE
MpUuMeHeHue BapdapruHa MOXET ObITh PEKOMEHIOBAHO
JIeTsIM ¢ TIpoTpeccUupylomeil MIUOoTaTu4ecKoi
u HacaeactBeHHolt JIAI, xpoHuuyeckoit TpoM603MO0-
Juyeckoit JIT (XTOJIT), y mallMeHTOB ¢ HU3KUM CEp-
JNEYHBIM BHIOPOCOM M y OOJBHBIX C COCTOSIHUSIMU,
COTIPOBOXIAIONIMMUCS TUTIEPKOATYJISIuet W/
y TAIlMEeHTOB C JUIUTEILHO CTOSIIMMU KaTetepamu [4,
42, 51]. YV pereii HauajibHasl 1032 OOBIYHO COCTaBJISIET
0,2 MT/KT/CyT. TIpU HOpPMaJIbHOW (YHKIIMU TeYeHU
u 0,1 Mr/Kr/cyT. TIpu HapylIeHHOW. DMIMpUYEcKoe
neneBoe 3HaueHue MHO cocrasnsier 2,0-2,5. V nereit

MJIQJIIIIETO BO3pacTa PEKOMEHIYeTCs TMOJAepXKUBaTh
MHO Ha yposHe 1,5-2,0.

JnutenbHas Tepanusi aHTUKOATyJISHTaMU YJIyd-
IIaeT MoKa3aTeJlu IeMOAWHAMUKUA U (DYHKIMOHATb-
HBII CTaTyCc y MallMEHTOB C XPOHUYECKOU TPOMOOIM-
0onMMYecKOoi JIerOYHOW rumepreH3ueill. AHTHKOAry-
JITHTBI onpaBAaHbl y 0oabHbIX JIT' 1 (hakTopamMu pucka
BEHO3HbIX TpoM0boaMmboauii (XCH, MalonoaBuKHbIA
0o0pa3 XXKM3HM), a TaKXKe Yy MalMeHTOB, IMOJydalolux
MOCTOSTHHYIO T€panui0 BHYTPUBEHHBIMU MPOCTAHOU-
namu. BMmecte ¢ TeM, HEOOXOAUMO MOMHUTH O MOBBI-
IIIEHHOM pUCKEe KPOBOTEUYEHUI Ha (hOoHE Mprema Bap-
¢aprHa y OOJBHBIX C CUCTEMHBIMU 3a00JIEBaHUSIMU
COEIUHUTENBbHOU TKaHU, a TaKXe MpPU MOPTOIMYIbMO-
HaJbHOU runepreH3un u JIAI, accouupoBaHHOI
¢ BIIC. Bonpoc o npyiMeHEeHUU TMepopaaibHbIX aHTU-
KOaryJstHTOB IIpU CUHApOoMe Dil3eHMeHTepa SIBISeTCs
CHOPHBIM, YTO CBSI3aHO C HEOOXOMMMOCTBIO MOAIEP-
XWBaTh XPYNKWU OajaHC MEXAY BBICOKUM PUCKOM
BO3HUKHOBEHHUSI TpoM0boO3a JIETOYHOW apTepuu
U UHCYJIbTa, W MOBBIIIEHHBIM PUCKOM KPOBOTEUEHUN
U KpoBoXapkaHbs [51].
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Kaunuueckue pexomenoauuu

ITpuMeHeHUEe aHTUKOATYJISTHTOB y AeTel C Hacen-
CTBEHHOU TeMOpparu4eckKoil TeJleaHTMOAKTa3uel Wiu
TOPTOMYJIbMOHAJIBHON THIEPTEH3UE IOTEeHIIMAIbHO
omnacHo [5].

B kauecTBe anbsTepHATUBLI BapdapuHy MarMeHTaM
¢ JIAT MoxeT ObITh peKOMEHAOBaHA MOJTOBPEMEHHAS
Tepanusi HU3KOMOJIEKYJISIPHBIMU TerlapuHaMu (Hapo-
MapyuH KajdbliMsl, dHOKCAIMapUH HATPUSs, JajTerapuH
HaTpusi). [IpUMEHSIOT UX B T€UEHUE Mecslia B Jieued-
HBIX 103aX, B JaJIbHEUIIIeM Tepexosl Ha MpopIaKTH-
yeckue M03bl. IuTenbHOE NMPUMEHEHUE aHTUKOAry-
JITHTHBIX ITPETapaToB IMOBBIIIAET BHIKMBAEMOCTh OOJTb-
HBIX, HO Ha 0011lee COCTOSIHUE OHU OOBIYHO HE BIUSIOT
[4, 5].

VY nereit ¢ uJIAT /HacnencrBenHoi JIAT, mpu Hamu-
YW TIPOTUBOITOKA3aHUH IS aHTUKOATYJITHTHOM Tepa-
MUK, OCOOEHHO Y AeTel MIa[lllero Bo3pacTta u huznde-
CKUW aKTUBHBIX JETEH C TIPEIAIOJIOXKUTETLHO TTOBBIIICH-
HBIM PUCKOM KPOBOTEUYECHUsI, BBUIY O0Jiee BBICOKOM
BEPOSITHOCTH CJIyYaliHBIX TIOBPEXICHUNH W TpaBM
B KayecTBe aJbTepHATHBHI Bap(papuHy MOXET CUM-
TaTbCcsl acnUpuH. [IpearnoyTUTETbHO UCIOJb30BaHUE
chenuaabHbIX (OPM alETWICATUIMIOBON KUCIOTHI,
TMOKPBITBIX KUIIEYHOPACTBOPUMOIA OOOJIOUKOI B J03€
oT 2 10 4 mr/KT/CyT. CiemyeT coOII0IaTh OCTOPOXKHOCTD
MpU OJHOBPEMEHHO TTPOBOIMMON AHTUKOATYJISIIMOH-
HOUM WM aHTUTPOMOOILIMTAPHOU Tepamuu, WIK TIpu
CWJIBHBIX MEHCTPYaJIbHBIX KPOBOTEUYEHUSIX. Makcu-
MaJIbHasi CyTOYHAas J03a HEe JOJDKHA MpeBbImaTh100 Mr
B CYT.

CyMMapHO peKOMEeHIAlMKU MO MOIAePXUBaoIIei
tepanuu JII' mpeacTaBieHbl B TabauLe S.

Koppekuus acconunpoBaHHbIX 3200J1€BAHUIA

CBoeBpeMeHHas U aieKBaTHas1 KOPPEKIUSI OCHOB-
Horo 3aboJjieBaHUS MoOXeT mnpeaynpenuts JII' wim
YMEHBIIUTE €e cTeneHb. Y 0osbHbIX ¢ BITC u yBenu-
YEHHBIM JIETOYHBIM KPOBOTOKOM, IS TIPEIOTBpAILIe-
HUSI pa3BUTHUSI HEOOpaTUMBIX U3MEHEHMII B COCYmax
JIETKUX HeoO0XoIuMa CBOEBPEMEHHasl XUpypruyeckasi
KOppeKIusg B paHHeM Bo3pacte (no 1 roma). ITpu xpo-
HUYECKUX OOCTPYKTUBHBIX 1 MHTEPCTUIIMATBHBIX 3200-
JIEBAaHUSIX JIETKUX TI0 TTOKA3aHUSIM TPUMEHSIOT aHTU-
OMOTHKM, OPOHXOAMIATATOPHI, WHOIJAA TIIOKOKOPTHU-
Koctepouabl. Ilpu xXpoHuUYeckoil TpomMOOdIMOOIUU
JIETOYHOM apTepry HEOOXOIUMBI MEPHI MO JIMKBUAAIINN
HWCTOYHUKA TPOMOOB, BO3MOXHA OIepaius Mo ycTa-
HOBKe KaBa(uibTpa.

ITpucoenvHeHWe BEHO3HOW JIETOYHOU TMITEPTEH-
3UM 3HAYUTEIBbHO YXYAIIAeT MPOTHO3 U YBEIUYUBAET
JIETAJIbHOCTD Y OOJIbHBIX C 3200JIEBAHUSIMU JIEBBIX KAMEP
cepana. [Ipy MUTpaJibHBIX U AOPTaJbHBIX TOPOKAX
HeoOXoAuMa CBOEBPEMEHHAas XUPYypruyeckass KOppek-
1us. Y 6o1pHbIX ¢ XCH nmomkHa mpoBOIUTHCS aleKBaT-
Has MeIMKaMEHTO3Hasl Teparusl, BKIIoYaloas UHTHU-
outopsl AII®, G10KaTOpHl PElENTOPOB K aHTUOTEH-
3uHy II, [B-O1okaTophl, AHTAarOHUCTBI MUHEPAIO-
KOPTUKOMIHBIX PELENTOPOB, MTUYPETUKU, CEpAeYHBIC

[JIMKO3UAbI, TIpU HaJUYMU TOKa3aHWii — Kapauope-
CHMHXPOHU3MPYIOIIasT Tepanus HW/WIA WMIUIaHTAIs
KapauoBepTepa-aepuopuIsaTopa. boJbIIMHCTBO Mpe-
rnapaToB, IPUMEHSIEMBIX C Ba30AUJIATUPYIOLIEH LIENbIO
B crieliu(pUIecKoil Tepanuu JIETOYHON TUIePTeH3UMU,
MpoTuBOoNoOKa3aHbl y 001bHbIX ¢ XCH 13-3a prcka cHU-
JKEHMSI CEpIeYHOro BIOpOCca 1 OTeKa JIETKUX.

Cnemuduyeckas repanus JIAT

CospemenHas JIAIT — cneuududeckass Tepanus
BO3IENMCTBYET HA TPM OCHOBHBIX 3BeHa maroreHesa JIAT,
B OCHOBE KaXJ0T0 U3 KOTOPBIX JIEKUT SHIOTETUATbHAS
TUCHYHKIIMS, BKJIIOYAs MTyTh SHIOTEJINHA, TyTh OKCUIA
a30Ta/IMKJINYECKOTO TyaHO3MHMOHOMochaTa U MyTh
MpocTalMKIAWHA. B HacToslilee BpemMs CyLIECTBYET
HECKOJIbKO TpYIMIT MpernapaToB MaTOreHEeTU4YEeCKOM
Tepanuu JETOYHON TUTIEPTEH3UH, TPU U3 KOTOPHIX yXKe
HUCTIONB3YIOTCS B KJIMHUYECKOU mpakTuke: 1) aHTaro-
HUCTBI pelenToOpoB 3HAOTeNMHA-1 (003eHTaH, aMOpU-
3€HTaH, MalMUTEHTaH), 2) TMpenapaTbl BIUSIOIINE
Ha 1myTh NO-nI'M®, BKITIOYasT OKCUI a30Ta, MHTUOM-
Tophl pocoaunacTepassl 5 Tumna (cunaeHadu; Tagaia-
¢un, BapaeHadpuH), CTUMYJIITOP PaCTBOPUMOI TyaHU-
JIaTUMKIIa3bl (pUouMryart); 3) CUHTETUYECKUE aHaJoru
SHIOTEHHOI0 MPOCTAlUKIWHA (3MOMPOCTEHON, WJIO-
MPOCT, TPEMPOCTUHUI, OEpampocT), a TaKKe aroHUCT
peLienTOpOB MPOCTALIMKINHA ceJieKcunar. JIBa us nBe-
Hanuatu JIAT — crienuduueckux npemnaparos (603eH-
TaH U cuiaaeHadua) omoOpeHbl M MPpUMEHEHUS
y neteit B EBporie u CIIIA, maTh npyrux (smomnpocTe-
HOJI, TPEMPOCTUHWI, UJIOTIPOCT, Tagaiadhuii, aMOpU3eH-
TaH) ucnoas3dytorcsd B EBporne u CIIIA B nmeauatpuye-
CKO# TpakTHKe Kak mpemnapaTsl off-label. B Poccuii-
ckoit Deneparuy 3apeTuCcTPUPOBAHBI JIJIST TPUMEHEHUS
y 6oabHBIX ¢ JIAT mects nmpemnaparoB (603eHTaH, aM0-
pU3eHTaH, MalWTEHTaH, CcwiaeHadua, PpUOLIUTYaT
U WIIOTIPOCT), U TOJIbKO OIUH — O03€HTaH UMEET pa3pe-
LIeHue U1 IPUMEHEHUS B 1eTCKOM Bo3pacTte. [Tpume-
HeHue cwiaeHadwia, UIOMpPoCcTa U aMOpU3eHTaHa —
off-label. IIpemapaThl Ha3HaYalOTCA AETIM ITO pelle-
HUI0 BpaueOHOIl KoMmMuccuu, TPU YCIOBUM HaIW4YUS
NudopMupoBaHHOTO coTiacusl MallMeHTa U/WIK €ro
3aKOHHBIX TpeAcTaBuTeneid. PelieHue o Ha3HaAYeHUU
pebeHKy Ba3oqUIaTUPYIOIIEe Tepanmuu OCHOBBIBAETCS
Ha pe3yJbTaTaX WHBAa3WBHOIO TeCTa Ha Ba30peaKTUB-
HOCTb (B CJIydae ero MpoBeAeHUs).

OcHOBHa4 1Ieb CrelU(pUIEeCcKOi Tepanuu JIeroy-
HOW TUIlepTeH3UM — BO3BpalleHue pedeHka ¢ JIT
K HOPMaJIbHOM, COOTBETCTBYIOLIEH BO3PAcTy aKTUBHO-
CcTHh, 0e3 KakuX-JIMO0O OrpaHWYEHUI, W yBEJIUYEHUE
MPOAOJIKUTETbHOCTU KU3HMU.

AJNTOpUTM HayaJIbHOM JieueOHOI TaKTUKU Y JeTeit
C JICTOYHOU runepTeH3ueil OCHOBBIBaeTCS Ha KOMOWHA-
MU Tpex hakTopoB (PUCYHOK 1):

1) JaHHBIX WHBA3MBHOW OLIEHKM MapaMeTpoB
TeMOIVHAMUKU U PE3YyJbTaTOB TeCTa Ha Ba30peaKTUB-
HOCTB;
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Hanpasienune aKkcnepra

¥

PaccMmoTpeThb: MuypeTHKM/CIMPOHONIAKTOH,

KHMCJIOpOI, aHTUKOATYJISIHTHI, ﬁ—GJ'IOKaTOpr
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OcTpblii TECT HA BA30PEaAKTHBHOCTH
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Ja | y

BKK
IMponomxuTh

v
BKK nepopaibHo Hwu3kuii puck
VayuieHue Her APD win u®/12-5 (rmepopaibHO)
Croiikasi peaKTUBHOCTh —> WonpocT (MHTATSIITUOHHO)

TToBTOpHAsT OLIEHKA BO3MOXHOCTHU
paHHei KOMOMHMPOBAHHOM Teparuu

BbICOKHii prcK

BnonpocTeHo (B/B) Hin
HWnonpocr (B/B)

Paccmompems 6o3moocHocms
PaHHel KOMOUHUPOBAHHOU mepanuu

T

APD u/um n®/ID-5 (nepopaibno)

u/uwmi WnonpocT (MHraIsuoHHO)

Knacc pekomenaanuii/ YpoBeHb 10Ka3aTeIbHOCTH:

npeacepaHas cenrocromus (I11bC), anactomos INorrea (1IbC)

Amb6pusenTan (I11aC), bozenTan (I11aC, IB), BKK (IC), Bnonpoctenon (IB),
Wnonpoct unransiuronHo (I11bC), Cunnenadun (IB), HOBbIe 3KCTIepUMEHTaTbHbIC
JIleKapCTBEeHHBIe cpeacTBa (Harmpumep, Cenekcurnar, Puoruryat, ManuteHTaH)

TpaHcITaHTALAST
JIETKOTO WJIHA
HaJIOXEHUE
aHacTaMo3a
TTorrca*

[pencepnuas
CETTOCTOMUST WJTH
HAaJIOKEHUE
aHacTamosa
IMorTca*

Puc. 1 Anroput™ JieueGHOM TaKTUKM y JETEi C JIETOYHOM apTepuaIbHOM TMIIEPTEH3UCIH.
IMpumeyanue: BKK — 610KkaTtop KaubliMeBbIX KaHAIOB, APD — aHTaroHUCT peLenTOpOB dHAOTEIMHA, B/B — BHYTpuBEeHHO, UP/1D-5 — MHIrHOUTOP

docdhommactepassi-5, /K — MOIKOXHO.

2) @yukumMoHabHOTO Kitacca JIT' y 60JIbHOTO;

3) OTBera Ha CTapTOBYIO CHEeLMPUUECKYIO Tepa-
TTUIO JIETOYHON TUTIePTEH3UU.

Jo Havana mo60ii ctaptoBoil Tepanuu JII' peko-
MEHIIOBAaHO TIPOBENEHNE KaTeTepu3allMu cepaua i
TTOJTyYeHUST IMAaTHOCTUIECKUX KPUTepUeB U BeprduKa-
uuu auardosa JII, ompeneneHusi ee reMoaMHaMuye-
ckoro TuIma (MpeKanuuIsipHas TTOCTKAIUUISIpHAs,
KOMOWHUPOBAaHHAS) U CTENEeHU TsKecTH [1-8].

ITpu Bepudukanuu JIAT K104eByI0 poJib UTPaeT
Ha3zHaueHMWe CIenMdUIEecKoil MaTOTeHEeTUYeCKu 000-
CHOBaHHOW TepanuM ¢ JI0Ka3aHHBIM Ba30AWJIaTUPYIO-
MM ¥ aHTUTIpordepaTUBHBIM neiicTBueM. CBoeBpe-
MEHHOCTh Ha3HaueHus cneuurdudeckoil tepanuu JIAT
HEIMOCPEACTBEHHO OIpEAesieT MPOTHO3 3a00eBaHUS.
IIpenapaTsl, BO3AEHCTBYIOIIME HAa OCHOBHOE 3BEHO
natoreHes3a JIAI' — cocrossHue U GYHKLIUIO SGHAOTEIU -
TBHBIX KJIETOK, IpeaHa3HaueHbl IS HOpMau3aiuu
(DYyHKIIMOHATBHBIX ¥ TEMOOWHAMUYECKUX XapaKTepH-
CTUK JIETOYHBIX COCY/IOB, UTO MPOSIBIISIETCSI B CHIDKEHU N
JaBJICHUs B JIETOYHOM COCYIMCTOM pYycCJie, YMEHBbIIIe-
HUU WIN CIEPXKUBAHUM TTPOTPECCUPOBAHUS JIETOYHOTO
COCYIIMCTOTO COTIPOTUBIIEHMS, YIYIIIIEHUN PEOJIOTHYE-
CKUX CBOWMCTB KPOBU M, KakK CJIEICTBUE, OOJIETYCHUS
CHUMIITOMOB U YJIy4YIlIeHUs] TIPOTHO3a 3a00JIeBaHMSI.

Ha3znaueHne coBpeMeHHOI Tepanuu 3HaYUTeJIbHO
yJIyqIraeT reMoIHaMUIeCcK1e TToKa3aTesId U BbIKMBa-

€MOCTh TMAallMEHTOB B TE€UYEHWE MJIUTEIBHOrO Iepuoaa
BpPEMEHHU.

Hetsam crapiue 1 roga ¢ JIAT I-11 ¢pyHKIIMOHATBLHOTO
kimacca (PK) mipu nososcumenviom mecme Ha Bazopeak-
TUBHOCTb PEKOMEH/IOBAHA TEpanusl OJIOKATOpaMU Kajlb-
LIMEBBIX KaHAJIOB B KaUueCTBe CTapTOBOM Tepanuu [1-8, 52].

BoabmmHcTBO Aeteit ¢ Tskenoit JIAI He oTBeyaroT
Ha OCTpBIA TECT C MPUMEHEHWEM Ba3oauiaTaTopa
U TPeOYIOT lieJIeBOIi Tepanuu C MPUMEHEHUEM IPYrux
JIEKapCTBEHHBIX CPEJCTB 3a UCKIIIOUEHUEM OJI0KaTOPOB
KaJIbIIMeBbIX KaHaoB [53-55].

Heram c JIAT mnagume 1 roga BHe 3aBUCUMOCTU
ot @K, a takke getam c JIAT IV @K, geram c JIAT
U KJIMHUYECKUMU MTPOSIBJICHUSIMU MIPABOXKETYyT10UYKOBOM
HEeIOCTaTOYHOCTU JII0OOro BO3pacTa PEKOMEHIOBAHO
KaK MOXHO OoJiee paHHee HazHaueHue JIAT -crierudu-
YECKOH Teparuu.

Ha3znaueHue HavyanbHOU crnenudUvecKoil Tepa-
MU PEKOMEHIOBAaHO PeOEHKY ¢ BepUdUIIMPOBAHHOMN
JIAT npu coboaeHuu Caeayoumx ycaoBuii [1-8]:

1) oTpuuaTeIbHbINA TECT HA BA30PEeaKTUBHOCTb,

2) OTCYTCTBME WJIM HEYCTOMUYMBBIM OTBET Ha Tepa-
MU0 GJI0KaToOpaMy KajblIMEBBIX KAHAJIOB,

3) HanuuMe MNPOTUBOIOKA3aHUM K Ha3zHAYECHMUIO
0JI0OKaTOPOB KaJIbIIMEBBIX KAHAJIOB.

Taktuka JIAT -cienuburdeckoii Tepanuu, BKIoYa-
foasi BBIOOp MOHOTepanuu win KomouHauuu JIAT -
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JleyeHue “HaMBHOTO” OOJBLHOTO

Hwuarnos JIAT', moaTBepkneHHbI
B 9KCIIEPTHOM LICHTPE

OO611K1e MEPOTTPUSITHS
TMonnepxxuBaroilast Tepanust

IMonoxuTeabHbIN

Tepanmusa BKK

Bazopeaxtusnsrii tect (MJIAL/HJIAT)

| OTpuuaTeTbHbIN

v

v

Huskwuit u ymepennsiii puck (11I/111POK)

Broicokuii puck (IVDK)?

CrapToBasi MOHOTeparnus®

CrapTroBasi iepopajibHast

KOMOWMHUPOBAHHAS Tepanus®

v v

CrapToBasi KOMOMHUPOBaHHAsI
Tepanusi, BKJII0Yasi B/B

DnonpocTeHon®

TTanueHT yke MojtydaeT Teparnuio

------ » HeanexBaTHbBII KTMHUYECKUI OTBET —>

v

OLieHKa MoKa3aHui K TpaHCIJIaHTallUN

v

JIBoiiHas WU TpOiiHAas
rocjie0BaTeIbHas
KOMOMHUMPOBaHHAas Tepanusi

HeanexkBaTHBINM KIMHUYECKUI OTBET

v

[ToctaHOBKa B JIUCT OXWIAHUS
Ha TpaHCIUIaHTALAIO"

Puc. 2 Anroput™ KOMOMHMPOBaHHOU Tepanuu JIAT.

IMpumeuanue: *Y nekoropbix mauuenTos ¢ @K 111 no knaccuduxaumy BO3 puck MOXET CUMTAThesA BEICOKUM. °Y B3pociblx mauueHTos ¢ JIAT 6b110
MoKa3aHo, YTO HavyajbHasi KOMOMHMPOBaHHAs Tepanus ¢ MPUMEHEHUEeM aMOpU3eHTaHa B KOMOMHALIMU C TaganaduiaoM MpeBOCXoAuT 1o 3ddek-
TUBHOCTU HAYaJIbHYIO MOHOTEpAINuI0 aMOPM3EHTAHOM WJIM MOHOTEparuio TajajadujioM B IUIaHE OTCPOUKM KJIMHUYECKU 3HAUMMBIX YXYALICHUH.
"BHYTpUBEHHBII SMOMPOCTEHON TOKEH OBITh TIPUOPUTETHBIM BEIOOPOM, TIOCKOJIBKY OH CIIOCOOCTBYET CHUXEHUIO 3-MECSIHOTO MOKa3aTessl CMepT-
HOCTH Yy B3pOCJIbIX MauueHToB ¢ JIAT U3 rpymnbl BBICOKOTO pucka B OOJIbLIEi CTENEHH, YeM MOHOTEpAIUs MHTAISLIMOHHOM hopmoii. "Takxke paccMa-
TPUBAETCS BOZMOXHOCTh OAJJIOHHOI aTpUOCENTOCTOMUY WM HalloxeHus1 aHactoMo3a [Torrca. BKK — 61okaTops! Kanbiuesbix KaHanos, HJIAI —
nacienctBeHHas JIATL, WIAT — unuonatuueckas JIAL B/B — BHyTpuBeHHO, @K 110 BO3 — dyHKIMOHANBHBII KiTace o Kiaccubukanuu BO3.

cnenu@uUecKux IMpenapaToB, OMNpeAessieTcs Ioche
MpoBeAeHUs CTpaTU(dUKALIMA PUCKA, BKIIOYAIOIIEH
KJIMHUYECKUEe, TeMOAMHaAMUYeCKhe U (PYHKIIMOHATIb-
HbIE XapaKTepUCTUKKU 00abHOro (pucyHok 1) [1-8].

CraptoByto crneuuduyeckyro tepanuio JIAT
y nereit ¢ [-11 @K 1 HU3KMM PUCKOM PeKOMEHIOBAaHO
HauMHATh C MOHOTEpanmuu OJ0KATOPOM PEeLENTOPOB
9HAOTEIMHA 003eHTAaHOM WJIM UHTMOUTOPOM (hocdoau-
acTapa3bl 5 Tuna cuwiaeHabwioM (pucyHku 1-2) [1-8,
13, 56, 57].

IIpu HemoctatouHOW 3(P(PEKTUBHOCTU Tepanuu
onuum JIAT-cienuduyeckuM TmpenapaTtoM AETIM
¢ JIAT I-11 ®K u HU3KUM PUCKOM, a TaKXKe C BIIEPBbIC
nuarHoctupoBanHoit JIAI 1I-111 ®K, panee He 1ONy-
yaBmuM JIAT-cnenuguueckoi Tepanuu, peKOMeEHI0-
BaHO KaK MOXHO paHbllle HA3HAYUTh KOMOMHUPOBaH-
HYIO crleliu(pUYecKylo Tepanuio AByMs MepopaaibHbIMU
npenapatamMyu — cujjeHapuiaIoM U 603eHTaHOM [1-8,
58-62].

VY nereii c JIAT III-1V ®K nipu Hanmmuum pakTopoB
BBICOKOI'O PHCKa PEKOMEHIIOBAHO KaK MOXHO paHbIIe

Ha3HavyaTh KOMOWHUPOBaHHYIO Tepanuio Tpems: JIAT -
crieniuIecKMMHM TperapaTamMu. st 3TOro UcCIoib3y-
IOTCS B KOMOMHAIIUM OJIOKATOP PELIENITOPOB IHIOTE-
JMHa 0O03€HTaH IepopajibHO, UHrMOUTOp (ochoaus-
cTapasbl-5 cuiiaeHaGUI IepopabHO U MHTASILIMOHH B
CUHTETUYECKUI aHAJIOT SHIOTEHHOTO ITPOCTallMKIMHA
wuionpoct [1-8].

ITpu tsexenoii (IV @K) u/vmm 66IcTpo TIporpeccu-
pytoieit JIAT pekoMeHA0BaHO Oe30TaraTeJIbHO HaYaTh
TEepanuio 2K30T€HHBIM aHaJIOTrOM IIPOCTAIIMKINHA
(MJTOTIPOCT MHTAJISIIIMOHHO) C TIOCIENYIOIINM OBICTPBIM
MOAKJIIOUeHNEM KOMOMHUPOBAHHOW Tepamuu Iepo-
paJbHBIMU MpenapaTaMu (0O3€HTaH W CUJIACHA(IT)
[1-8].

OcHOBHOI1 11enblo 1060t Tepanuu JIAT sgBisgetcs
MepeBoj, MallMeHTa W3 TPYINbl “BBICOKOrO pucka”
B IPYIITy “HU3KOTO pucka” (pucyHok 2) [3-8].

BJIOKﬁTOpr KaJbIIUEBbIX KAHAJIOB
brnoxkatops! kanbiueBbix KaHanoB (BKK) — ucto-
puYecku onHa u3 HauboJsiee “crapbix” TpymIl Ipenapa-
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TOB, UcIOab3yeMbIX Mpu JIATI' B KauecTBe BazoawiaTa-
TopoB [52]. MHorouyucieHHble HCCIAeNOBaHUS TOKa-
3a74, 4TO JUIMTENIbHAs Tepamus MpernapatamMyd 3TOH
TPYNIBI MOXET OBITh YCTIENIHA TOJIBKO y TAllMeHTOB
C TIOJIOXUTEJbHOU TMpOo0OK Ha Ba30pPEaKTUBHOCTD.
TlonoxXUTeNbHBII OTBET Ha Ba30pPEaKTUBHOCTb MOXKET
CBUJIETEJILCTBOBATh O 0oJiee OJArONPUSATHOM MPOTHO3E
1 BeposITHON 3((hEKTUBHOCTU TIOCTOSIHHOW Tepanuu
AHTaTOHKWCTaMU KaJIbIIMEBBIX KAHAJIOB B KaY€CTBE CITe-
nudpuyeckoin Tepanuu JIAI, omHaAKO OH He SIBJSIETCS
MpeAuKTOpoM 3P OEKTUBHOCTH IUTETHHOTO MpUeMa
BKK [53, 54, 55]. V neteii ¢ uWJIAT npu MoJOKUTENb-
HOM TeCTe€ Ha Ba30pPEaKTUBHOCTb, BBIXKMBAEMOCTH
cocraBuia 97, 97 u 81% uepe3 1, 5 u 10 xet, cooTBeT-
CTBEHHO; HO 3(P(OEKTUBHOCTh 3TOW Tepamuu C Teue-
HUEM BpeMeHU CHIKajach [52, 54]. JnuTtenbHas Tepa-
MUsI aHTarOHWCTaMU KaJIbIIMEBBIX KaHaloB 3ddek-
TUBHA TOJBKO B 5-10% ciydyaeB y neTeil U B3POCIBIX
c JIAI. KonnyecTBo AeTell, OTBEYABIIMX Ha Teparuio
BKK, cHmxanock ¢ 84 mo 47% 3a nepsbie 10 et mmocie
Havasia Tepanuu. Kak npaBuio, OOJBIIMHCTBY TpebOy-
€TCs Ha3HauYeHWE JOMOJHUTEIbHOU crnenuburudecKoi
Teparuu.

YV manueHToB C OTpUIIATEIbHBIM TECTOM Ha Ba3o-
peakTuBHOCThL HazHaueHue BKK mnporuBornokazaHo
W3-3a PUCKA CYIIECTBEHHBIX IMOOOYHBIX 3(D(DEKTOB
B BUJIE CUCTEMHOM TMIIOTEH3UM M YTHETEHUST CUCTOJIM -
YecKOW (YHKIMU JIEBOTO U IIPABOTO XEJTyTOYKOB.
TlocnenHee 0OCTOSITENBCTBO SIBSIETCS OCHOBAHUEM JLTSI
oTka3a oT HazHaueHus BKK GoibHBIM C mpaBoxeny-
JIOYKOBOW HEAOCTATOYHOCTHIO BHE 3aBUCUMOCTH
OT PEe3yJbTaTOB TeCTa Ha Ba30peakTUBHOCTHL [54, 535].
Kpome Toro, nmpumeHenue BKK BHe 3aBHcHMMOCTHU
OT OTPUIIATEILHOTO OTBETa HA Ba30PEaKTUBHBINA TECT
acCOLIMMPYETCS C yBeJIMYeHeM cMepTHOCTU. [1pu aToM
y IleTeli C OTpULIATEIbHBIM TECTOM Ha0I01a1ach MEHb-
1ast BbKMBaeMocTh: 45, 34,29 1 29% uepe3 1,2, 3 u 4
rojia, COOTBETCTBEHHO. DTUM OOBSICHSIETCS HEAOCTa-
TOYHO IKMpoKoe ucnonb3oBaHue BKK mis neueHus
JIeTe.

HnutenpHasg Tepanusg bKK y GombHbix ¢ JIAT
TMoKa3aHa MpU COOIIONEHUN BCEX YEThIPEX YCIOBUM [4,
5, 55]:

1. OcTphlii TeCT Ha Ba30PEaKTUBHOCTb IOJOXU-
TEJbHBIN;

2. CepneuHslit nHAEKC 6onee 2,1 1/MUH/M%;

3. Carypanust O, BeHO3HOM KpoBu 6oiee 63%;

4. HNaBieHue B IpaBoM Ipeacepauu MeHee 10 MM
PT.CT.

Bribop mnpemapaTta omnpenensieTcsi COCTOSHHEM
6ompHOTO. [Tattmenram ¢ YCC B mokoe meHee 80 y./MUH
peKOMEeHIIOBaH HHUMEIUNMH B TPOJOHTUPOBAHHBIX
(opMax, a Takke aHTarOHUCTHI KaJbLIMS TUTHIPOTIH -
punrHoBoro psaa Il mokoneHust (amaoaunuH, ¢eno-
murH). [pu Taxukapauu (HCC B mokoe 6oiee 80 yiu./
MWH) CJIeyeT OTAaTh MpearoyTeHre auiaTuasemy. [pu-
MEHEHME BepalmaMuiia CUUTAETCS HEeXeJaTeJIbHbIM

U3-3a BBIPAXEHHOTO OTPULIATEJIBHOTO WHOTPOITHOTO
JIEUCTBUSL.

OddexTrBHOCTh cnenubuyeckor tepanuu JIAT
BKK MoxXeT cHUXaTbCs ¢ TeYEHUEM BPEMEHU.

PexoMeHaoBaHHbBIE 103bI Y AETEI:

Hunatraszem: wHadambHasg po3a 0,5-0,7 wmr/Kr
Ha mpueM 3 pa3a/CyT. MEepoOpaibHO C ITOCTETIEHHBIM
MTOBBIIIIEHUEM TO3BI 10 1-1,7 Mr/KT Ha TipueM 3 pa3a/CyT.
MakcuManbHag go3a it B3pocibix 240-360 mr/cyr.
nepopaibHO B 3 mpueMa. IIpenapaTbl ¢ MPOJOHTUPO-
BaHHBIM BBICBOOOXIEHUEM MPUMEHSIIOTCSI TOJBKO ITPHU
nepeHocuMocTu 3GhGdEKTUBHONW J03bl Tpernapara
KOpPOTKOTO JIENICTBUS.

Hudenunuu: nHavanpHas mo3a 0,2-0,3 mr/kr
Ha mpueM 3 pa3a/CyT. MEepopaibHO C ITOCTETIEHHBIM
MTOBBIIIIEHUEM TO3BI 10 1-2,5 MT/KT Ha TipueM 3 pa3a/CyT.
MaxkcuManbHast 103a I B3pocibix 120-240 Mr/cyT.
nepopajibHo B 3 mpuema. Bo3aMOXHO MCHOb30BaHUE
MpenapaToB ¢ MPOJOHTUPOBAHHBIM BbICBOOOXIEHUEM
(Makc. 180 Mr/cyT. mepopaabHO).

AMTonuIIvH: HavaibHas go3a: 0,1 Mr/Kr Ha preM
2 pasza/CyT. TIepopaibHO, C TIOCTETIEHHBIM €€ yBeande-
HUEM B 3aBUCUMOCTHU OT MePEHOCUMOCTH 110 2,5-10 mr
Ha mpueM 2 pasza/cyT. MakcumanibHast 103a UIsl B3pO-
ciibix 20 MT B CYT.

BKK He pekomeHnaoBaHnhl [3, 4, 5]:

1) ipu ompuyamensvHom mecme Ha Ba30pPEAKTUB-
HOCTB;

2) mauueHTaM, KOTOPBIM HE MPOBOJUJICS TECT
Ha Ba30pEaKTUBHOCTB;

3) mauueHTaM ¢ TPaBOXETyI0YKOBO HemocTa-
touHocthio (IV ®K mo BO3) BHe 3aBUCMMOCTH
OT OTBETa Ha Ba30pEaKTUBHBIN TECT;

4) nmetsiM no 1 rona.

5) TIpU cepoeYHOM WHIeKce MeHee 2,1 j1/MuH/M’
u/vnu catypaunu O, BEHO3HOI KpoBH MeHee 63% 1/ vin
JaBJIEHWEeM B MpaBoM Mpeacepauu 6osnee 10 MM pT.CT.
AQHTAarOHUCTHI KAJIbIUS A0COIOTHO MTPOTUBOMOKA3aHBI.

AHTaroHMCTbI pelenTopoB SHAOTeMHA- 1
OHOOTEIMH — CaMblif MOIIHBIA W3 U3BECTHBIX
SHIOTeHHBIX Ba30KOHCTPUKTOPOB, MPOAYLIUPYEMBbIM
SHAOTEIUABHBIMU KieTKaMu. DddeKT snaorenrHa- 1
peanu3yeTcs MOCPEACTBOM BIUSHUS Ha IBA BUJA PELIETI-
topoB, ETA u ETB u npunumMaer yyactue B GyHKUIUU
MHOTMX opraHoB M cucteMm. BosgeiictBue Ha ETA
u ETB peuentopsl m1agKOMBIIIEYHBIX KJIETOK JIETOY-
HBIX COCYJIOB BBI3BIBACT UX PE3KOE COKpallleHUE, Mpu
JUTUTEIbHOM BO3AEUCTBUM Mpojudepaluio U1 MUTpa-
1IMI0, U KakK CJEJCTBUE, — BBIPAXEHHYIO Ba30KOH-
crpukuuto. Hanmpotus, Bo3neiictByss Ha ETB penen-
TOPBI SHAOTEINATBHBIX KJIETOK, UHIYIIUPYET BEICBOOO-
XAEeHNe TTOCTIeTHUMU OKCUA a30Ta U MPOCTALlMKIIMHA,
TeM caMbIM TOIJEpXKUBasi KIWPEHC 3HAOTEIMHA- ]
U OajlaHC MeXIy BbIPAOOTKON Ba30AUISITUPYIOLIUX
U Ba30KOHCTPUKTUBHBIX MenuaTopoB. IloBpexneHue
SHIOTEUS JIETOYHBIX COCYAOB U HapyllleHUe ero GyHK-
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MM TIPUBOJAUT K IMcOaIaHCy MEXAy BazoduJisiTaliueit
M Ba30KOHCTPUKIMEH B CTOPOHY ITATOJIOTUYECKOM
Ba30KOHCTPUKIIVH.

YpoBeHb 3HIOTENINMHA B TUIa3Me M JIESTOYHOUN TKaHU
yBeJIMUeH y AeTeit u B3pocibix ¢ WAL, koppenupyet
C TSKECTBIO M IIPOrHO30M 3a00jieBaHus [2, 63, 64].

bo3enTan

BoseHTaH sIByIsSIeTCS MIEPBBHIM U B HACTOSIIIEE BPeMsT
HauOosiee IIMPOKO MCIOJAb3yeMbIM MpernapaTtom
W3 TPYIIIBl aHTarOHWCTOB 3HIOTETMHOBBIX PELEITO-
pPOB, KOTOpBIN OJOKMpYeT 00a TUIA SHAOTEIMHOBBIX
peuentopoB (ETA u ETB) u, Takum o6pa3om, BbI3bI-
BaeT Ba3OAWIATAIIAIO, TIOJABJISIET N30BITOUHYIO TUTIEP-
TpodUI0 1 TTPoIUQEPALNIO TJIAJKOMBIIIEUYHBIX KJIETOK,
TeM CcaMbIM, CHUWXasl COIPOTUBIIEHWE CUCTEMHBIX
W JIETOYHBIX COCYIOB, YTO TPUBOAUT K TTOBBIIICHUIO
o0beMa cepJeuHOro Beiopoca, 6e3 yBeJuueHUsT 4aCTOThI
CEepAECYHOTO pUTMa.

Db beKTUBHOCTh 003E€HTaHA Y B3POCBIX OOJIBHBIX
¢ JIAT Oblna yoenuTesibHO JOKa3aHa B XOJ€ MHOTOYM-
CJICHHBIX MYJIETULIEHTPOBBIX, IBOWHBIX CJIETIBIX, PAHIIO-
MU3UPOBAHHBIX, IUIAIle00-KOHTPOJIUPYEMBIX M TIPO-
CNEKTUBHBIX UccaeaoBaHuit. Y 60abHbIX JIAT 603eHTaH
MPOJEMOHCTPUPOBAT CIOCOOHOCTh YJIy4ylllaTh TOJe-
PaHTHOCTH K (PM3MUEeCKMM Harpy3kam, (QyHKIIMOHAJb-
HBII KJ1acc, TeMOAMHAMUUYECKUE U dXOKapauorpahuye-
CKUMe mapaMeTphl, a TAaKKe Ka4eCTBO KMU3HU Y TTallMeH-
toB ¢ WJIAI u JIAI, accouumpoBanHoit ¢ BIIC
U ckieponepMueit. CylecTByeT OMbIT YCIEIIHOTO MpU-
MeHeHus 0o3eHTaHa B Tepanuu JIAT Ha (oHe BpoxK-
JIEHHBIX TTIOPOKOB Cep/lia, B T.4. y OOJbHBIX C CUHIPO-
MoM DiiseHMeHTrepa [63-65]. [Ipenapat npu IUTATETb-
HOM Ha3HaYe€HUU JOCTOBEPHO YBEJIWYMBAET TOJE-
PAaHTHOCTh K (UM3MYECKMM Harpyskam, IOCTOBEPHO
CHMXAET JIETOYHOE COCYIUCTOE COIPOTUBJICHUE,
JEMOHCTPUPYET BBICOKUI TpOodWIb 0Oe301TacHOCTH,
aAHaJIOTUYHBIN TAKOBOMY B IPYTUX UCCIIETOBAHUSIX.

ITomoGHBIE pe3ynbTaThl MOJYYEHBI ITPU UCCIEeT0Ba-
Huu aeteit ¢ uJIAT u JIAI, accouuupoBaHHoii ¢ BITC
[56, 66-73]. PeTpocrieKTUBHbBIE MCCIEIOBAHUS U OIM-
CaHue CEpUHU CITyyaeB MPOAEMOHCTPUPOBAIA Oe3omac-
HOCTh Tepanuu O003eHTaHOM U ee 3(PHEKTUBHOCTH
B OTHOILIEHWU 3aMeljieHus1 mporpeccupoBaHust JIAT
y neteii. Ha poHe Tepanuu 603eHTAaHOM OTMEUYEHO CHU-
JKEHME NaBJIEHWSI B JITOYHOW apTepuy W JIETOYHOTO
cocyaucToro cornpotusiaeHus y gereit ¢ uJIAT u JIAT,
accormupoBaHHoil ¢ BIIC. IlpenapaTt mokazan ymyd-
meHne QYHKIIMOHATBHBIX TToKa3aTeiei, BKITovasi TECT
¢ 6 MuHYTHOI xombboii u mosbieHne MK y gereit
u B3pocibix ¢ JIAT, acconuupoBanHoii ¢ BITC. OgHako
yepe3 | roa monydyeHHbI 3(hGEKT HUBEIUPOBAICS
JIO UCXOJHOTO COCTOSTHUS.

B perpocrieKTUBHOM HccleqoBaHuU 86 aeTeit
¢ JIAT, nony4yaBlIuX Tepanuio 003eHTaHOM B codYeTa-
HUU C IPUMEHEHUEM COTYTCTBYIOIIMX TIPETapaToB WK
0e3 HUX JUIMTEJIbHOCTBIO B cpeaHeM 18 Hen., moka3aHa

XOpoliiasi IepeHOCUMOCTh M CTOMKOE YITydIlIeHUe TeMO-
MWHAMUYECKMX W KIMHUYECKUX ToKa3aresieil. Pacyer-
Hast 2-JIETHSIS BBDKMBAEMOCTb cocTaBuia 91% [56].
OpHako uepe3 4 rofa y 3TUX MallMeHTOB Ha (hoHE Tepa-
nuyu OO03€HTaHOM OblJla OTMEUYEHa BBICOKAs YacToTa
nporpeccupoBaHus 3aboneBaHus (54%), a pacueTHast
BBIKMBAaeMOCTh cocTaBuia 82% [56, 68].

bonee 30 mereit (B Bo3pacte >2 jeT u <12 Jer)
OBLTM BKIJIIOUEHBI B HEPAaHIOMU3MPOBAHHOE UCCIIeIOBa -
Hue FUTURE-1 [71] u ero nponokenue, FUTURE-2
[72]. B uccnenoBanun FUTURE-2 (33 pebGeHka B BO3-
pacte oT 2-12 jeT; MeauaHa mepruoaa MpuMeHeHUus 28
MecC.) HeXenaTeJbHble SIBJIeHUs, ObUIM OTMEYEHBl y 15
(41,7%) mnanueHTOB. B 1IeMlOM B UCClIeIOBaHUU
FUTURE-2 6b171a oTMeYeHa Xopollasi NepeHOCUMOCTb
JIEKapCTBEHHOI Tepanuu O03eHTaHOM s MpPUMEHe-
HUA y JeTelt (aucreprupyemble TabaeTKU; 32 MT).

B nenasuem uccinegosanuu FUTURE-3, rae yuact-
BoBasn 64 pe6erka ¢ JIAT B Bo3pacte ot 3 Mec. 1o 11 Jier,
OBLTM TTOJTYYEHBI JAHHBIE TT0 0€30ITaCHOCTH TIPUMEHEHUST
Oo3eHTaHa y neteil B Bo3pacte muaaie 2 jet [73]. Ilpu
cpaBHeHUHU 3(PHEKTUBHOCTH 1 6€301TaCHOCTH TPUMEHE-
HMS Tipernaparta 2 MT/KT OBaXKIbl WJIA TPYXKIBI B JIEHD,
JIOKA3aTeJIbCTB B MOJIb3Y YBEJIUUEHMS JO3bI HE MOTYYEHO.

bozeHtan pekoMeHaoBaH netsaMm ¢ JIAI 1 HU3KUM
PYICKOM KaK B KaueCTBE MOHOTEpAITNU, TaK U B COCTaBe
KOMOVHUpOBaHHON Tepanuu. s neteit ¢ JIAT Bbico-
KOTo pucKa 003eHTaH PEKOMEHJ0BaH TOJIbKO B COCTaBE
JIBOMHOW WJIM TPOWHOU KOMOWHUPOBAHHOU Tepamnuu
[1-8, 56, 58]. HauanpHas mo3a Go3eHTaHa — 2 MI/KT
B CyT. B 2 mpueMa Ha3HayaeTcsd Ha 4 Held. C LeJblo
YMEHBIIIEHNUSI pUCKA HEXEeJIaTeJIbHOTO BO3IEUCTBUS
Ha TreuyeHb. B mocnemyomiem, pyu OTCYyTCTBUM 3HAYM -
Moro (6oJiee yeM B 3 pa3a) MOBBIIIEHUS YPOBHS Meyve-
HouHbIX TpaHcamuHa3 (AJIT u ACT) no3a yBennuuBa-
eTcsl 10 4 MI/KT B CyT. B 2 TipueMa. Y JeTeil ¢ BeCOM
no 20 Kr peKoMeHAyeTcsl K TPUMEHEHUIO AeTcKast
JleKapcTBeHHast (popMa — AMCTIeprUpyeMble TaOIeTKU
32 Mr. Y geteit ¢ maccoii Tena ot 20 qo 40 kr 603eHTaH
Ha3HA4aeTCsl B MOCTOSIHHOW TMOANEPXUBAIOLICH H03€
62,5 Mr 2 pasa/cyr., y HeTeil ¢ Mmaccoil Teia GoJjee
40 Mr — B MOCTOSIHHOU MoAaepXuBawouiei 1o3e 125 mMr
2 paza/cyr. OueHka 3¢hGeKTUBHOCTHA IIpelapaTa
JIOJKHA OCYLIECTBIISIThCS HE paHee yeM uepe3 § Hell.
Tepanuy 1 He paHee, YeM uepe3 4 Hell. TIpueMa Ipera-
para B ITIOCTOSIHHOW TMOAIEPXUBAIOLIEH 103€.

TTo6ouHble 2h(PeKTh AHTATOHUCTOB IHAOTEIUHO-
BBIX PEILIETITOPOB BKJIIOYAIOT MOBBILIIEHUE YPOBHSI Meue-
HOYHBIX TpaHCaMWHa3, aHeMUulo, TepudepuyecKre
OTeKU U TepaToreHHbI 3 dekT. [ToBbilIeHNE YPOBHS
TpaHCaMWHAa3 Habmoganock y 2,7% neTeil Mo cpaBHeE-
HuIO ¢ 7,8% manueHToB crapiie 12 JeT, SBIsIoCh 1030-
3aBUCHMBIM U, B OOJIBIIMHCTBE CJIy4aeB, 0OpPaTUMBIM
[71-73]. Inst cCBOEBpPEMEHHOTO BBISBICHUS HexXena-
TETbHBIX BO3MIEWCTBUII PEKOMEHIOBAHO €XEMECSYHO
OlleHMBaTh (DYHKIIMIO TEYEHU Y JeTeil, MOIydaroniux
Tepanuio 003eHTaHOM.
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AMOpHu3eHTaH

AMOpU3eHTaH — ceJleKTUBHBINA aHTaroHUCT ETA-
peLenTOPOB MOKa3aJl yBEIUYEHUE TTPOIOKUTEIBHOCTH
JIUCTaHIIMM BO BpeMs TecTa ¢ 6-MHUHYTHOM XOAbOOI
3a |2-HedenbHbIE TepUOAbl HAOIIOAEHUI B3POCIBIX
nauueHToB ¢ JIAIL Hapyuienve ¢yHkuuyn nedyeHu
OTMEYAJIOCH B 2,8% 4TO OBUIO COMTOCTABAMO C JTaHHBIMU
miauedo [74-75]. B peTpoCreKTUBHOM HCCleI0BaHUMU
¢ yuactueM 38 nereil B Bo3pacte ot 2 no 18 ner (cpen-
Huit 10,1+4,1) c JIAI, mojy4yaBIIMX amMOpHU3eHTaH
B TeYeHUE 3 MeC. B KAUeCTBE JOMOJTHUTEIBbHOU Tepanuu
WIM TEepeBEeJICHHbIX Ha Tepanui amMOpU3EeHTAHOM
C Tepanuu 003eHTaHOM, OKAa3aHO CHUKEHUE CPETHETO
JIaBJieHWsl B JIeTOYHoUl aptepuu, ynydmeHne DK
no BO3 B 31% cnyuyaeB. HexesnaTenbHble SIBIEHUS
BKJIIOYAJM 3aJJOKEHHOCTh HOCa, TOJOBHYIO 00Jb,
MoKpacHeHne Koxu. IToBBIIIEHNs YpOBHEW TeYeHOU-
HBIX (hepPMEHTOB HE HAOIIOAAIOCH, JeTAIbHbBIE UCXOMIbI
He 3apeTucTpUpoOBaHbl [76].

B 2018r mnanupyetcs 3aBepiuernue 11 ¢pasbl pango-
MUW3UPOBAHHOTO Uccien0BaHus 3G GhEKTUBHOCTU U 0€3-
OIMMACHOCTU MaJlbIX M BBICOKMX JI03 aMOpH3eHTaHa
y IeTeit oT 8 JIET U cTaplie.

ManureHTaH

ManuTeHTaH, HOBbI HECEJIEKTUBHBII aHTaTOHUCT
SHIIOTEJIMHOBBIX PELENTOPOB pa3pabOTaH Ha OCHOBE
MOJIEKYJIbl 0O3eHTaHa IyTeM W3MEHEHUSI CTPYKTYpbI
C LIEJbI0 MOBBIIIEHUST 3(MMEKTUBHOCTU U Oe30MacHoO-
cTi. ManuuTteHTaH objafgaeT YIydlIeHHOUW CIOCOOHO-
CTBIO CBSI3BIBATBCS C PELIENTOPAMU U MUHUMAJbEHOMY
PUCKY MEXJIEKapCTBEHHBIX B3aUMOJACUCTBUI IO CpaB-
HeHuto ¢ Oo3zeHTaHoM. HMccienoBanne SERAPHIN
MoKa3ajao, YTO MalUTEHTaH 3HAYUMO YMEHbIIAA PUCK
MporpeccCupoBaHusl 3ab0JeBaHUS U CMEPTHOCTh (Kak
COCTaBHYI0 KOHEYHYI0 TOYKY) y manueHToB ¢ JIAT
crapure 12 jer, a Takke MOBBIIIAT TOJEPAHTHOCTh
K (usuyeckoit Harpy3ke [77]. Ilpu3HakoB ToKcUYe-
CKOTO JIEMCTBUS Ha MeYeHb He HabI0aa10Ch, OJHAKO,
y 13,2% nanueHToB, nojiydaBiimx 10 Mr MalMTeHTaHa,
ObLTO 0OHAPYKEHO CHUKEHUE TeMOTI00MHA 0 YPOBHS
<8 r/mn. B otnnuue ot G03eHTaHa, MAllUTEHTaH, I10-
BUIMMOMY, HE TIPUBOIUT K CHVDKEHUIO YPOBHS CUJIJIE-
Haduia B I1a3me, XOTs JaHHBIX, TTOJYYEHHBIX B CTIEIU-
AJIbHBIX UCCJIENOBAHUIX HEAOCTATOYHO.

MaiuuTteHTaH MOXeT ObITb PEKOMEHIOBaH IETSIM
ctapuie 12 jet ¢ JIAI' 1 HU3KMM PUCKOM KaK B KaueCTBE
MOHOTepanuu, TaK U B COCTaBe KOMOWHWPOBAHHOM
Tepanuu. CrapToBas no3a cocrtapiasier 5-10 Mr ogHo-
KpaTHO B CyT., momaepxwuBawolias 10 Mr ogHOKpaTHO

B CYT.

Oxkcun a3ora U MHTMOMTOPBI (hochoaudCTEPa3b
5 Tuna

Okcua a3oTa

OKCI/II[ asoTa ABJIACTCA MOIIHBIM 3OHAOT€HHbBIM
BazoanaATaTOpOM, BbI3bIBad pelakCalluio TIJIaaKUuX
MBIIICYHbBIX KJICETOK COCYydOB, ITOCPECACTBOM CTHUMYJIA-

LI BBIPAOOTKM BHYTPMKIETOYHOTO ILMKJIMYECKOTO
ryaHosnaMoHododara (II'M®P). DTOT MeXaHH3M
HapyiieH npu JIATL [uknuyeckuii TyaHo3MHMOHOMDO-
daT — KOpPOTKOXMBYIIAs MOJIEKYyJa, pa3pyluarliascs
nox Bo3nelictBueM ¢ocdoauscTepasbl. YpPOBEHb
MOCJeAHEN 3HAYUTENBbHO yBeIUYeH Y 60abHbIX JIAT.
Okcun azora (NO) sBisieTcsl OTHUM U3 HauboJsee
BaXKHBIX OMOJIOTUYECKUX MEANATOPOB, KOTOPHII BOBJIE-
YeH BO MHOXeCTBO (hM3UOJIOTMUECKUX U TTATOU3NO0JIO-
ruyeckux mpoueccoB. Okcua azora (xumudeckas gop-
mynma — NO) — mpo3pauHblii, 6e3 1BeTa U 3araxa,
JIOCTaTOYHO JIETYYUI1 M HEYCTOMUMBHIN Ta3, TUIOXO pac-
TBOPUMBIH B Bonie, ¢ KopoTkuM (T1/22-30 ¢) meprogom
xu3Hu. Monekyna NO — KOPOTKOXUBYIlEe COeAUHE-
Hue. CpoK CTaOWJIbHOTO CYILIECTBOBAHMSI MOJIEKYJbI
BO BHellIHel cpene okojio 10 cex, B opraHusMe 4eyo-
Beka — 2-4 cek. YUuUThIBas HaJIW4yMe HEMapHOTO 3JIeK-
TpOHA, 3Ta MOJIEKYJa SIBJISIETCS PEaKTUBHBIM pavKa-
JIOM, JIETKO TPOHUKAIIAM Yepe3 OMOoJOoTUYEeCKHUe
MeMOpaHbl, BCTyMas B peakilMu C JPYTMMU BEIIecT-
BaMM, YNpasisisd GYHKUMSIMU APYTMX KIETOK. B opra-
HusMe NO cHHTe3upyeTcs B pe3yabTraTe OKUCIUTEIb-
HOI peaknuu, Katanuzupyemoit hepmeHToM NO-CcUH-
tazoii (NOS) wu3 L-aprunuHa. BzaumopeicTBys
C pa3nmMyHbBIMU MoJiekynamu, NO yJacTByeT B pa3iny-
HBIX (YHKIMOHAJIBHBIX IIpOIlecCCaXx B OpraHU3Me.
OpHoli u3 Haubosee MccaeqOBaHHBIX (DYHKIIUIA SIBIISI-
eTcs pacciabjieHWe TJIaJKOMBIIIEYHBIX KJIETOK.
B ¢dusmonornuecknux ycIOBMSIX psIlT Ba30aKTHBHBIX
BEILIECTB, BKJIIOYast alleTUIIXOJMH, TUCTAMUH, OpaauKu-
HUH, ciocobcTBYIOT cuHTe3y NO, KoTophiil, iudpdyH-
IApPYsS K TJIAJIKOMBIIIEYHBIM KJIETKaM COCYIMCTOMN
CTEHKU, CTUMYJIMPYET PACTBOPUMYIO I'YaHUJIATIIMKIIA3Y,
NMpuBoAsl K TpaHdopmaluu TyaHo3uMHTpHUochara
B I’ M@, BHI3bIBAIOIINIA pacciiabieHue I1aaKOMBIIIIey -
HBIX KJIETOK,, CHUKEHUE JIETOYHOTO COCYIMUCTOTO COTIPO-
TUBJICHUSI W yiydiieHue okcureHarmu. NO MOXHO
Ha3BaTh JIOKAJTLHBIM TKAHEBBIM TOPMOHOM, KOTODPBIN
nocpenctsoM nUI'M® Boi3biBasg aktuBauuio Na'-K*
WOHHBIX KaHajioB M [ M®-3aBUCUMBIX TTPOTEMHKU-
Ha3, MOIAEPXUBAET Ba30IWIaTallMI0O HA HEOOXOIUMOM
YPOBHE, PETYIMPYIOIIEM TeMOIMHAMUKY U apTepualib-
Hoe aaBieHue. [Ipu abcopOLMY B CUCTEMHOE LIUPKYJISI-
TOopHOE pycio Mojiekyiaa NO cBs3bIBaeTCs ¢ reMOIo-
OMHOM u OBICTPO WHAKTUBUPYETCS, TPaKTUIECKU
He BJIMSIS HA CUCTEMHOE COCYIMCTOE COMTPOTUBJICHUE.
Heckonbko uccnenoBaHuii, BKI0Yas OAHO paHI0-
MM3UPOBAaHHOE, TOKa3aJih, UYTO WHTAISIMU OKCHI
a3oTa, MPOBOAMMBbIE B TeYeHME HECKOJBKMX YacoB
Mocjie onepauuu, CHUXAIOT COOTHOIIEHUE JIETOYHOTO
U CUCTEMHOTO COTIPOTUBJIEHUSI, a TAKXKe MHIEKC OKCH-
TreHaluu y OOJBbHBIX C MOCIEOINepallMOHHON JIETOUHON
TUTIEPTEH3MEel, HO He BJIMSIOT Ha OKCUTEHAIWIO TIpU
nuteapHoi Tepanuu [78-80]. 3HaUMTETBbHBIX pa3iu-
YUHA B PaHHEW MOCIEOINEPALUOHHON CMEPTHOCTU WJIU
B CPEIHEM JIaBJIEHWM B JIETOYHOU apTepuu y TalveH-
TOB, TonyvaBmux Tepanuio NO u mianedo, He TOIy-
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yeHo. OMHAKO MHTAISLMU OKCUIA a30Ta B HAcCTosIIEee
BpeMsI TIO-TIpeXXHEMY SIBJISIIOTCS Teparueid TepBOu
JIMHUUA TIpU OCTPOM JIETOYHOW TUMEPTEH3UM, B T.4.
y TIOC/Ie0TIepallMOHHBIX OOJIbHBIX, HO HE UCTIOb3YIOTCS
B KayecTBe MeETOAa TIOCTOSIHHOW Tepamuu JIeTOYHOM
TUTIEPTEH3UM.

ITanreHThI ¢ IETOYHOU rUmnepTeH3ueil U TSKeIon
CEepIeYHON W/WIM ABIXaTeJIbHON HEIOCTaTOYHOCTHIO,
pu Hea(PHEKTUBHOCTY TPAIUIIMOHHON Tepanuu ¢ Uc-
KYCCTBEHHOM BEHTWJISILIUE] JIETKUX, IS TIPEMyTIpEkKIe-
HUSI HEOOpaTMMBIX M3MEHEHMII B OpraHax M TKaHsX
HYXIaTCS B MPOLEType SKCTPAKOPHOPATbHOU MeM-
OpaHHOI oKcureHauuu. IlocieaHsIsI acCOUMUPYETCS
C IEJIBIM PSIIOM TSDKENIBIX OCJOXHeHWi. MHramsimn
OKCHJIa a30Ta CHMKAIOT MTOTPEOHOCTH B MPOLIEAYPE IKC-
TPaKOpIOpaJbHO MeMOpaHHOW OKCHUIe€HallMu, OCO-
OEHHO Yy HEJIOHOIIEHHBIX ACTEU C JBIXaTeJIbHOM Hemlo-
craTouHocThio [80].

Ono6peH YrnpaBjieHUEM MO CAHUTAPHOMY HaI30py
3a Ka4eCTBOM IMINEBBIX MPOIYKTOB M MEIMKAMEHTOB
CIHA (FDA) mnsg nmpuMeHEeHUSI Y HOBOPOXIEHHBIX
C TeCTAllMOHHBIM CPOKOM BBIIIe 35 Hem. IS Tepanuu
TTJITH ¢ 1999r. B Poccuiickoit @enmepaliiit OKCHIT a30Ta
HE 3aperucTpUpOBaH KakK MEIUIIMHCKUIA a3 U TTIO3TOMY
TakXke OTHOCHUTCS K IIperapataMm, Ha3HadyaeMbIM oOff
label. Okcua azoTa Ha3HaAyYaeTcs NETSIM IO PEIICHUIO
BpauebHoit Komuccuu, pu ycsaoBuu Hannuus MHabop-
MMPOBAaHHOTO COTJIacHsl TallMeHTa U/WJIM €ro 3aKOH-
HBIX MIPEICTABUTEIIEH.

HMuransuusa NO ocylecTBIsieTcs ofayy ra30Boi
CMECH HEIMOCPEACTBEHHO B KOHTYP MallMeHTa Ha JTI000M
TUIIE PECITMPATOPHON TMOMAEPXKU (TpaguilMOHHast
WBJI, BUNBIJI, CPAP, BLICOKOIIOTOYHbIE KAaHIOJIN).

CraproBas Tepanus: 20 ppm, Ipu HEOOXOIUMOCTH
yBenuueHue no 40 ppm. Ecnu B Tedenue 30 MuH
addekTa oT OKCHIa a30Ta He HaOIoAaeTCsl, TO HE00XO-
JAMO MPOU3BECTU OTKIIIOUEHUE MOJa4YU Ta30BOi CMecU
U TIOTOM BO300OHOBUTbH UHTATAIIUIO OKCUAA a30Ta 4epe3
6 4. [Tpu moOXUTEIEHOM 3(h(deKTe TPOBOIUTCS CHU-
XeHue 10 5 ppm 3a 4-24 4 u nanee cHUXeHue 10 1 ppm
B TeueHue 1-5 cyT. Kpurepuu ormeHs! nHramssuuu NO:
PaO, >50-60 mm pr.ct., FiO, <0,6. ITpomomkuTenb-
HOCTh TEpanuu OMPEeaesieTCs COCTOSIHUEM OOJIbHOTO.
He pexomeHmyeTrcs mMTENbHOCT, MHTamIUU NO
6ouee 14 cyT. Bo Bpems Tepanuu MpOBOAUTCS MOCTOSTH-
HBIi KOHTPOJIb OKCHUTEHAIIMM, apTepuaIbHOTO NIaBiie-
HUSI M YaCTOTHI CEPICYHBIX COKpAIEHUH IalreHTa.
Yepes 6-12 4 moclie Havaja JiedeHHUs] U3MePSIETCS] KOH-
LIEHTpalMsl METreMorjIo0MHa B KPOBM, 3aTeM M3Mepe-
HUE MPOU3BOAUTCS 4yepe3 Kaxapie 24 4. O0s3aTeabHO
MoHuTopupoBaHue KoHueHtpauuii NO u NO, B KOH-
Type MaIlueHTa, a Takke He MeHee 1 pas3a/CyT. B BO3IyXe
TOMEIIeHNSI, TAe TPOBOAMTCS WHTAJSAIUS OKCHUAa
asora.

Puck pa3BuTvs METTeMOTJIIOOMHEMHWU U TTOBBIIIIE-
HUs KoHueHTpauuu NO, pe3ko Bo3pacTaeT Ipu
MCI0JIb30BaHMU 103blI 00J1ee 20 ppm. Eciu conepxxaHue

MeTreMorioonHa 6osee 4%, HeOOXOOMMO CHU3UTH
KoHIleHTpauio NO B nBa pasa, eciu Gomee 7% —
WHTAJISIINIO TIpeKpalialoT U Ha3HAYaloT METWJICHOBBIN
CUHMI1 BHYTpUBeHHO M3 pacyera 0,05-0,15 mx 1% pac-
TBOpa Ha | KT Macchl Tea.

Hapyirenne cuHTe3a OKcraa a30Ta U CUTHAJIbHBIN
MyTh, BO3AEUCTBYIOLIMI TMOCPEACTBOM PACTBOPUMON
ryaHmIaToukiIasel 1 (I M® — oguH 13 TpeX OCHOBHBIX
myteii matoreHesa JII. /IBe rpynrbl MpenapaTtoB, BO3-
neicTByomux Ha myTb NO-11I'M®, ncnoab3yioTces IS
sneuenus JII: uHruburopsl dochoauscrepassl 5 THUINA,
K KOTOPBIM OTHOCUTCS cuiaeHadwl, Tanaaadui, Bap-
neHadui, moBblaione ypoBeHb NI M®, BbI3bIBas
Ba30AWISATALIMIO U PEMOMIEIUPOBAHUE JIETOYHOU COCy-
JIUCTON CTEHKW, M CTUMYJISITOPBI paCTBOPUMOI TyaHU-
JIATIIUKIIA3b], YCHIMBaoIIe mpoaykimio ul' M® (puo-
LIUTyarT).

Cunnenadun

CungeHadunl — MepopabHbI MOIIHBINA CeleK-
TUBHBII HHTUOUTOP (hocdonuacrepassl 5 Tuna, hapma-
KoJIoTUYecKuit 3(EeKT KOTOPOro CBsSI3aH C TOBBIIIE-
HUEM BHYTPUKIIETOUHOM KoHIeHTpanuu 1l M®. Vae-
JIMYEHWE KOHIIEHTPAIIMU 3TOTO HYKJIEOTHAAa OKa3bIBaeT
penakcupymlllee U aHTUIIpoaudepaTUBHOE IEWCTBUE
Ha TJIaJKOMBIIIIEYHBIe KJIETKM cocynoB. [Ipemapat yBe-
JINYMBAeT HacChIIeHUe TeMOTJI00MHA KUCIOPOIOM
BEHO3HOW M apTepuaibHOi KpoBu (Sa0,), yaydyniaet
rokazaTesid JIEeTOYHOW TeMOOWHAMUKU U (hyHKIIMO-
HaJbHble BO3MOXHOCTU OoyibHbIX JIAI. B MHOroum-
CJCHHBIX B T.4. PaHIOMMW3MPOBAHHBIX KIMHUYECKUX
WCCIIENOBAHUSIX C Yy4yacTMEM B3POCIBIX TAIlMEHTOB
TOKa3aHbl yay4dieHne (pyHKIIMOHATbHBIX U TEMOIMHA -
MMUYECKUX Moka3aTeneil y nauneHToB ¢ JIAT Ha doHe
Tepanuu cwigeHadguioM. MHOXeCTBO HEKOHTPOJIUPY-
€MBIX MCCJIEJOBAaHUI COOOIIAIOT O ITOJIOXMTEIbHBIX
adpekrax cungeHabuna npu JIAIL, XTOIJT u JIT
Ha (poHe JierouHoro ¢puodposa [2, 57].

Cungenapun paspeiieH B CIIIA 151 mepopalib-
HOTro puMeHeHUs y B3pocbix 60JbHbIX ¢ JIAT ¢ 20051
IUI1 BHYTpUMBeHHOro mnpumMeHeHus c¢ 2009r. Tlepsble
uccienoBanus 3GbGeKTUBHOCTY cUjieHaduaa, mpoBe-
neHHsble B 20051y 14 neteii ¢ JIAI mokazanu yaydiieHue
pucranuuy B TOMX 3a 13 Hen. mpuema, a TakxKe T0CTO-
BEpHOE CHIKEHHME CPEIHETO JaBJIeHUs B JIETOYHOU
apTepuv W JIETOYHOTO COCYIMCTOTO COTIPOTHBIICHUS
[57]. B HecKoJbKHUX HEOOJbIIMX WCCIEI0BAHUIX
y gereir ¢ IIJITH, uJIAI, u JIAI, accouuupoBaHHOI1
¢ BIIC Takxxe rmokaszaHo yiaydllleHrue (PYHKITMOHATBHBIX
U TeMOJIMHAMUYECKHUX rapaMeTpoB [81-87].

IlepBoe paHAOMU3UPOBAHHOE, NBOWHOE-CIETOE,
IUTa1e00-KOHTPOJIMPYEMOE UCCIENOBAaHUE TepPOpab-
Hoil dhopMbl cunaeHaduna y nereii STARTS-1 npose-
neHo B 2011r. beuin obcnenoBanbl 235 neteit ¢ nJIAT
wiu JIAT, accounupoBaHoii ¢ BITC B Bo3pacte ot 1 rona
no 17 net u BecoMm 6ojiee 8 Kr [88]. JleTn ObLIM paHmo-
MM3MPOBAaHHBI Ha 3 TPYIIITBL; TIOJTyYaBIINE HU3KYIO 103y
(10 mr), cpenHioto o3y (10-40 Mr) WM BBICOKYIO 03y
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(20-80 mr) cunaeHaguraa WM 1ianedo nepopaibHo 3 pa-
3a/CyT. Ha TIPOTsDKeHUU 16 Hen. B pesynbraTe mccieno-
BaHUs TOJTYYEHO YJIy4IIeHWE TMUKOBOTO IMOTPEOIeHUS
KHciopona, (GyHKIMOHAIBHBIX ITOKa3aTelleil, CHIKe-
HHME CPEMHETO AAaBJIEHUS B JIESTOYHON apTepuu y IMaiu-
€HTOB, TIOJTy4aBIINX CPEIHNE Y BBICOKH TO3BI CHIIICHA -
(una no cpaBHeHMIO C Tiane6o. Huskue no3sl okasza-
Juck HeaddexkTtuBHbl. Ilocnenyroiiee HabmOAEeHUE
B uccaenoBaHuu STARTS-2 3Tux Xe MauueHTOB Yepe3
3 roga mocje Havaia JIiedeHUs TOoKas3ajiu, YTO CMepT-
HOCTb Y 3TUX HalueHToB cocTaBuna 9% (5 us 55), 14%
(10 u3 74), u 20% (20 u3 100) B rpyrmmax, MOTy4aBIINX
HU3KUE, CPENHME W BHICOKME HO3bI, COOTBETCTBEHHO.
Ipu 3TOM PHCK CMEPTHOCTU OBUT 3HAYMTETHHO BHIIIIE
y cTapiux nanueHToB ¢ WJIATL, uMeBIIMX UCXOMHO OoJiee
BBICOKME TIOKAa3aTesld NaBJIeHUSI B JIETOUHOW apTepuu
M JIETOYHOIO cocyaucTtoro comnporusiaeHus [89]. Cuy-
YaeB CMEPTHOCTM HE OTMEUEHO y IallMeHTOB C BECOM
<20 xr u nmauueHToB ¢ JIAI, accouuupoBaHHoii ¢ BIIC.

B cBs131 ¢ monyueHuEM 3TUX pe3ynsTaToB B EBporre
u CIIA BeimycTwiu pasHble pekoMeHmaiuu. B 2011r
cungeHadun noayuun opobpeHue EBpomneiickoro
MEIUIIMHCKOTO areHTCTBa I TPUMEHEHUs y JeTei
B Bo3pacrte ctapiie 1 roma (10 Mr 3 pa3a/cyT. IS maru-
eHTOB ¢ Maccoil Tena <20 kr u 20 mr 3 pasa/cyT. I
naluueHToB ¢ Maccoil tena >20 xr). B cBsa3u ¢ Oonee
BBICOKOI CMEPTHOCTBIO B TPYIIE TEPAriuy BHICOKUMU
no3amu cunaeHadwuiaa B 2013r EBporneiickoe MequiimH-
CKO€ areHTCTBO BBINTYCTUJIO TIpeaylnpexiaeHue
HE WCITOJIb30BaTh JIEKAPCTBEHHOE CPENCTBO B OoJjee
BbICOKUX A03aX. FDA B 20131 maxe BbIIMYCTUJIO TIPEAy-
MpeXIeHNe MPOTUB IJTUTEIBHOTO MCTIOJIb30BaHMST CUJI-
neHadbwna y nereii B Bo3pacte 1-17 ner ¢ JIAI, kotopoe
B 2014r O6bUTO YTOYHEHO (MU MPUMEHEHUST CWIAeHa-
dura y nmereil “mpoTHBONOKAa3aHUSI OTCYTCTBYIOT”).
CunngeHaduia mpu BHyTPUBEHHOM TTPUMEHEHUU MOXET
obiTh 3 dektuBeH y aeteit ¢ IIJITH u B mocneomnepa-
LIMOHHOM TIepHOIe TIOCIIE XUPYPTUIECKOTO BMEIIaTe h-
crtBa no nosoay BIIC [84, 86], omHako [0 cHX IIOp
He OBUIM TIPOBENEHBI MPOCIIEKTUBHBIE MCCIIEIOBAHUS
JIOCTAaTOYHOM A0KAa3aTEIbHON MOILIHOCTH.

B Hacrosiee BpeMst cunneHadua peKOMeHI0BaH
netsiM ¢ JIAT 1 HU3KMM pUCKOM KaK B KaueCTBE MOHO-
Tepanuu, Tak 1 B COCTaBe KOMOMHUPOBAaHHOM TepaItiu.
Hnsa pereit ¢ JIAIT U BBICOKMM PUCKOM cuaeHadua
PEKOMEHIIOBAH TOJILKO B COCTaBE JBOMHON WJIM TPOM-
HOW KOMOWHMpOBaHHOH Tepamuu [3-5, 58-62]. Peko-
MeHIOBaHHas HavdajbHasg mo3a 0,3-0,5 Mr/Kr Ha mpueM
4 pasa/cyrt. y meteit mo 1 roma u 3 pasa/CyT. y OeTeit
crapire 1 roma mepopaibHo. [TomnepkuBaroniasi go3a:
0,5-1 Mr/kT Ha TIpHUeM 4 pa3a/cyT. y meteii 1o 1 roma u 3
paza/cyt. y neteil crapme 1 roma mepopanbHO. Jlist
nereil ¢ BecoMm oT 8 mo 20 Kr peKoOMeHI0oBaHa MOAIep-
KuBatolasi no3a cuageHadunaa 10 mMr Ha mpuem 3
pasa/cyT. iepopaibHO. 151 mereir BecoM Oojee 20 KT
peKOMeHI0BaHa TIo/IepXKUBaloIast 103a cuineHabuia
20 MT Ha TIpyeM 3 pa3a/CyT. IepopajibHO.

CunaeHadun peKOMEeHIOBaH JETSM ¢ OpOX0aerou-
HOM nucruiazueit, ocnoxHeHHoi JIT' npu HeahdekTus-
HOCTHM KMCJIOpOAOTEpanuu B TeyeHue 4 Hen. Makcu-
MaJjibHas J03a B 3TOM cjIydae — 8 MI/KT B CYT., pasJe-
JieHHas Ha 3 wiu 4 ipuema [81-82].

CTumMyISTOPBI TyaHWJIATIMKIA3BI

CHuxeHue cuHTe3a U BbicBoOoXneHuss NO sHI0-
TeJMaJbHBIMU KJIETKAMU JIETOYHBIX COCYIOB MIPU JIETOY-
HOW TUMEPTEH3WU TPUBOAWT K CHIDKEHUIO CHHTE3a
NO-3aBucuMOif pacTBOPUMOI TyaHUJIATUMKIA3bI
u tpaHcopmanmu 'MO® B uI'M®, oka3pIBaOIIEro
HETMOCPENCTBEHHO peakcupylolllee W aHTUMposude-
paTUBHOE [EUCTBME Ha TJIaJKOMBIIIEYHbIE KIETKU
COCY/IOB.

Puonuryar — cTUMyJATOp PacTBOPUMMOI T'yaHU-
JIATLIUKIIA3bl, IEMCTBYIOINIEH KaK COBMECTHO C SHIOTE€H-
HbIM NO, a TakKe HanpsiMylo, CTUMYJIUPYS PACTBOPU-
MYI0 TyaHWIATLIMKIa3y, He3aBUCUMO OT Hanuuus NO,
ycunauBaeT cuHTe3 LI M@, BbI3BIBasg pelaKcaluio
I'MK, npensarctBys npoaudepanuu MK u arperaiiuu
TPOMOOLIMTOB. DTO HOBBI MEPOpaNbHBIA Mpenapar
SIBJISIETCS €llle OMHUM MHOTOO0OEIa0IMM UHCTPYMEH-
toM s teuenust JIT [90-92].

PannomusupoBaHHoe ucciaenoBanue 443 B3poc-
JIbIX 0osbHBIX ¢ cumnToMaTudeckoin JIAI (PATENT-1),
MMPUHUMABIINX PUOIIUTYAT 2,5 MT 3 pa3a/CyT. ToKa3ajio
YIy4llleHUuEe TEePeHOCUMOCTU (U3NUYECKUX Harpy3ok
u OK, reMomnHaMUIeCcKMX TTOKa3aTesiell U yIIMHeHe
BpeMeHU 10 yxyauieHus coctostHus [91]. Ilpu mocie-
JYIOIIEM aHAJIN3€ JaHHBIX MAllUEHTOB C IEPCUCTUPYIO-
meii/peumnuBupyomieit JIAT mmociae koppeknuu BITC
C UCIIOJIb30BaHUEM JAHHBIX, TOJYYEHHBIX B UCCIIE0BA-
Huu PATENT noxka3zaHa xopoliasi NepeHOCHUMOCTb
puonuryaTa M yjaydiieHue KIMHUYIECKMX, (DYHKIIMO-
HaJIbHBIX ¥ TEMOIMHAMUYECKUX TTOKa3aTeeli, BKIToyast
WHIEKC JIETOYHOTO0 COCYAUCTOTO COIPOTUBIICHUS,
pucranuuio npu T6MX, @K o BO3 u ypoBeHn NT-
pro-BNP [92]. OcHoBHBIe TOO6OYHBIE 3(PDEKTHI: CUH-
KOITe M CUCTEMHAs TUITOTEH31S ObUTU PEIKU U BCTpeya-
nuck B 1% cayuaes. [pemnapat pasperren FDA ¢ 2013r
qutst tedeHnst 60bHBIX ¢ JIAT u XTOJIT II-111 @K kak
B BUIIE MOHOTEpAIu, TaK U B KOMOUHAIIMU C aHTaro-
HUCTAaMM PELENITOPOB SHAOTENMHA U MPOCTAHOUJAMU.
Puonuryar 3aperucrpupoBad B P® B 2015t mist ede-
Hust XTOJIT y B3poCbIX.

B HacTos1iee BpeMst oxXuaaeTcsl 3aBepllieHue paH-
JIOMU3UPOBAHHOTO UCCIeNOBaHUS (HapMaKOKUHETUKMU,
3(HEKTUBHOCTU U OE30ITaCHOCTU PUOLIUMTYaTa y AeTei
oT 6 o 18 Jet.

IIpocTanouas

IIpocrarnanaux (PGI2) — MouIHbI 9HAOT€HHBII
MEIUAaToOp Ba30JWJISTALIMU JIETOYHOTO COCYIUCTOTO
pycna. Bo3aeicTByss MOCpPeNCTBOM LIMKIMYECKOTO ajie-
HO3MHMOHOMOChaTa, aroHUCTH MOPOCTAlMKIWHA
BBI3BIBAIOT pacciabyieHre ITaJKOMBIIIEYHBIX KJIETOK,
U KakK CJIeACTBUE — PACIIUPEHUE JIETOYHBIX COCY/AOB;
TOAABJISIST TPONUEpPalrI0 TIAIKOMBIIIEYHBIX KIETOK,
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CHIXAIOT JIETOUHOE COCYIMCTOE COTIPOTUBIIEHUE, MHTH -
Oupysl arperalMio TPOMOOIIMTOB, OKAa3bIBAIOT aHTH-
TpoMboTUYeCcKOe nelicTBUe. Y OOJbHBIX JIETOYHOU
TUTIEPTEH3ME BBIPaOOTKA SHAOTEIUATBHBIMUA KJIET-
KaMHM TpPOCTAallMKIMH-CUHTa3bl cHuxeHa. [lameHue
KOHIIEHTPAllUM CTAaOWJIBHOTO MPOCTALIMKINHA B KPOBU
COITPOBOXIAETCS BBIPAXEHHOW Ba30KOHCTPUKIIAEW,
nposdepanyeil TIaTKOMBIIIEUHBIX KJIETOK JIETOYHBIX
COCYIIOB ¥ TIPOTPOMOOTUYECKUMU PEAKIIUSIMU.

CuHTeTMYeCK1e aHaJIOTH SHIOTEHHOTO TTPOCTalln-
KJIMHA TPUMEHSIIOTCS] C Ba3OAWIATUPYIONIE W aHTH-
npondepaTUBHOM 11eJIbI0 Y O0TbHBIX JIETOYHOW TUTIeP-
TeH3uel ¢ 80-x ronoB npouwioro Beka. IlepBrie uccie-
JIOBaHUWS TIOKa3ajdu yBeludeHWe 4-JeTHei BBIXKU-
BaemocTH y gereit ¢ nJIAI' o 90%, yiydiieHue reMo-
IUHAMMYECKUX U (GYHKIMOHAJIBHBIX ITTOKa3aTeleil.
CyIiecTBYIOT TIperapaTsl UIsi BHYTPUBEHHOTO (3110-
MPOCTEHOJI, TPEMPOCTUHWI) U WHTAISIIUOHHOTO BeJle-
HUS (WJIOMPOCT).

DNonpocTeHoJ] — CUHTETUYECKUI aHaJIOT 3HIO-
TEHHOTO TMPOCTAIlMKIWHA, BIIEpBble TPUMEHEHHBIN
B 1979r ny1s1 neyeHus aeTelt ¢ NepCUCTUPYIOLLEH J1eroy-
HOU runepreH3ueil. [IpemToxkeHHbII K MTPUMEHEHUIO
B 1980-X rogax BHyTpMBEHHBII 3MOMPOCTEHOJI, K cCepe-
nuHe 90-X rofoB cTaj 30J0ThIM CTAaHAAPTOM B JIEYEHUU
Hauobosee TsKeabIX 00JbHBIX JIAT, HEpecIToHIepOB Mpu
OCTPOM TeCTe Ha Ba30PEaKTUBHOCTb W OOJIbHBIX,
HE OTBEYaIOINX Ha TePANIO aHTaTOHUCTAMU KaJIbIIsI.
Paspemren k npuMmeHenuio FDA u EMA s npumene-
HUST Y B3POCJIBIX OOJIbHBIX C UINOTIATUIECKO 1 HaCTIe -
crBeHHoUl JIAI, a Ttakxke JIAI, accouuunpoBaHHOU
¢ 3a0o1eBaHUSIMHU coequHuTeIbHOM TKaHu [T u IV OK.
TTprMeHSIOT AMOMPOCTEHOJT B BUIE HETTPEPHIBHOM BHY-
TPUBEHHON WMHQY3UU. YUUTHIBASI TEXHUYECKUE CIIOXK-
HOCTH, Teparus 3MOIPOCTEHOJIOM BO3MOXHA TOJBKO
B YCJIOBUSIX MEIUIIMHCKUX IIEHTPOB, CIEUATN3UPYIO-
muxcs Ha JeueHuu JII. CrapToBoit 1030 3monpocTe-
HOJIa SIBJISIETCST 2 HI/KT/MWH, C TIOCJIEAYIONIUM TUTPO-
BaHUEM OT 1 10 2 HT/KT/MWH TIOJl KOHTPOJIEM TeMOIM-
HAMUKU W KIMHUYECKOTO COCTOSTHUS. MaKcuMabHbIe
JI03bI BHYTPMBEHHOTO 31onpocteHona — 30-90 Hr/kr/
MWH y neredt ctapuie 1 roma. [Ipemapar Hyxxmaercs
B Pa3BeJICHUH B ILIEJIOYHOM pacTBOpE ISl B/B MH(DY3UH,
MpY KOMHATHOW TeMIiepaType, OCTaeTCs CTaOWIBHBIM
TOJBKO 8§ 4 U 00JIaJaeT OYeHb KOPOTKUM IEePUOJOM
nojypacnaaa — 3-5 MUH.

[TockoNbKy 2MOMPOCTEHONT XMMUYECKM HecTadu-
JIeH TIpM KOMHATHOM TemIiepatrype, IUIsl JOCTVKEHUSI
MPOIOKUTENIbHOTO 3¢ deKTa HeOOXOAUMBbI JJIUTEb-
HbIE TTOBTOPHBIE MH(Y3UHY B TEUEHHE CYTOK C TIOMOIIIBIO
CIIelIMaJIbHOM CUCTEMBI, yIlakoBaHHOU B jnien. [locien-
Hee OOCTOSTETLCTBO BBHI3BIBACT 3aTPYAHEHUS Y aKTHB-
HBIX JIETeM, T.K. YBEIMUUBAET PUCK OCJIOXKHEHUI, BKITIO-
Yyast UH(EeKIU, TPOMOO3bI KaTeTepa U pUCK ero AuciIo-
kamuu. [IpuMmeHeHUe TipermapaTa MOXET BBI3BaTh
no6ouHble 3¢ GeKThl B BUAE MOKPACHEHMS JUlla, JUa-
peu, rosoBHoi 60mu. IlepepblB B peryisipHbIXx UHDY-

31X OIMACeH CUHAPOMOM OTMEHBI, BOSHUKHOBEHUEM
>KU3HEYTpOXKaloIEero JEroYHoro Kpusa.

K coxaneHuto mpemnapaT He 3apeTUCTPUPOBaH
Ha tepputopuu P®, mnsa ero HazHaueHUsT TpeOyeTcs
npoluenypa BpauebHoro KoHcuwinyma.

HNaonpoct — XyMMUYECKU CTaOWIbHBIA aHajIoT
SHIOTEHHOTO MPOCTAllMKIMHA C TMEPUOAOM MOJTypac-
maga 20-25 MWH, UCTIOJB3YeMbIA KaK BHYTPUBEHHO,
TaK U WHTAISIUMOHHO. Dh(HEKTUBHOCT, U MOOOYHBIE
3¢ deKTl MOA0OHBI 3IMOMPOCTEHONY, HO, TMOCKOJbKY
WHTATSIIMOHHBIN WIOMPOCT TOCTABJSIET Ba30AWIATATOD
HEIMOCPEJACTBEHHO B COCYIWCTOE PYCJIO, CUCTEMHBIE
53¢ deKkTsl MUHMMAJIBHBL. B OTBET Ha BBeleHUE Mperna-
parta, MPOUCXOAUT M30JUPOBAHHOE CHMKEHUE JaBiie-
HUS B JIETOYHOW apTepuu 0e3 3HAYMMOIO BIMUSHUS
Ha CUCTEMHOE€ apTepuajbHOe AaBieHue. Ilpu octpom
TeCcTe WIOMPOCT CHUXAET CpeJHee NaBJIEHUE B JEro4-
HOM apTepuU 1 YBEJIMUYMBAET CaTypallMIo apTepUaIbHON
kpoBu. [lpyu AIUTEIBHOM HWCHONB30BAHUM Y NeTel
WHTAJSIMOHHBIA WJIOMPOCT JOCTOBEPHO YJIydIllaeT
reMOIMHAMUKY U (PYHKIIMOHAJIBHBIN KJacc.

MHraauoHHbBIA WJIOMPOCT Ha3HAvaeTcs AETIM
¢ JIAT 1 BBICOKMM PUCKOM, XOTS I BHE 3apETUCTPUPOBAH-
HBIX MOKa3aHWi1, MPEUMYIIECTBEHHO B paMKax MoCea0-
BaTeJIbHO KOMOWHUPOBAHHOU NBOWHOW WIM TPOWUHOMN
JIAT -cnienuuryeckoii Tepanuu B COYETAHUU C aHATOHU-
CTaMU HIOTEJIMHOBBIX PELIETITOPOB W/ WM MTHTUOUTOPOM
docdonuacrepasbl S tumna [3-5, 93]. MnonpocTt ObL1 Bliep-
BbIE 3apETMCTPUPOBAH UISI WHTAISIIMOHHOW Teparnuu
B3pocibix nanueHToB ¢ JIAI B CIA B 2004r. Mnompoct
HCTIONB3YETCS IMyTeM MPOCTOrO PaCHbLIEHUSI C TOMOUIBIO
HeOynaiizepa y IeTeii MiTaalero Bo3pacTta v B BUJIE CIIEIIU-
TBHO MOI0OPAHHOTO a3p030Jid Y JIETEN CTaplIero Bo3pac-
Ta, MOJAPOCTKOB U B3pOC/bIX. BBUIY KOpOTKOro meprona
MOJTYBBIBEICHUSI WJIOMPOCTAa WHTAIALIMA HEOOXOAUMO
MpUMeHATh 6-9 pa3 3a 12-18 4 (kaxmple 2-3 4, exe-
JTHEBHO), 4TO TPeOyeT XOPOIIIeTO B3aMMOJCICTBYS C Talv-
€HTOM U BBICOKOI MPUBEPXXEHHOCTU MALIUEHTA JICYEHUIO.
PexoMeHIOBaHHBIE TO3bI WIOIPOCTA Y IETe: HaYyalbHast
OMHOKpaTHas Ao3a 2,5 MKT (1,25 MKr y neteii maammei
BO3PACTHOW TPYMIbI) C TOCTENEHHBIM IOBBIIIEHUEM
JI0 5 MKT MPU XOPOILLIEH MePeHOCUMOCTH UHTAISILIMOHHO.
ITpono/KUTENTBHOCTD KaXKA0M MHTaISILUU — 8-15 MUH.

OcHOBHbBIMU 3(hdheKTaMU MHTAISIMOHHOTO WJIO-
MPOCTa SIBJISIOTCS paclIMpeHUe JEroYHbIX COCYIOB U,
BEPOSITHO, TMPOTHBOBOCHAJIIUTENbHBIA U CIEPKUBAIO-
Uil peMoaenupoBaHue 3GhdheKThl, KOTOPble OOBIYHO
HE COMNPOBOXIAIOTCS CYIIECTBEHHBIM BIUSHUEM
Ha CUCTEMHOE apTepuaibHOe naBjieHue. B Hauate Tepa-
MUY UJIOMPOCTOM MOTYT BO3HMKATh TOJIOBHBIE 0OJIH,
0O0JIb B YENIOCTU U BO3MOXHO DPa3BUTHUE OPOHXOKOH-
CTPUKIIMM, MO3TOMY 10 Hayajga Tepanuud PEKOMEHIY-
€TCS BBIMIOJIHUTD TECTHI 1151 OLIEHKU (PYHKIIUU JIETKUX.

Cenekcunar

Cenekcumnar — MepOPaIbHBIA BBICOKO CEIEKTUB-
HBII arOHUCT PELENTOPOB MPOCTALUKIINHA C BBIPAXKEH-
HBIMU Ba3OIWIATUPYIOIIMMUA W aHTUNpOJUdepaTuB-
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Taoamma 6

Pexomenmanuu o creuuduyeckoii reparuu JIAT [1-8, 52-96]

PexomeHpanuu

Knacc yoeanTenbHOCTH/YPOBEHD
JI0Ka3aTeJIbHOCTH
PEKOMEH AL

Jlo Hauana tepanuu JII' pekOMeHI0BaHO MPOBEICHKE KaTeTepu3aluu cepaua st Bepudukauun quarnosa JIIL, 1B
orpeieIeHNsI e TeMOTMHAMUYECKOTO THIA (PeKaUISIpHAsT, TOCTKAIMIUIIPHAS) Y CTETICHU TSKECTH.

Jlo Hauana JIAT -crieumduyeckoit Tepanuy peKOMEHI0BaHO NPOBe/ieHE cTpaTu(dUKaLMU prcka, BKiaovatomiein  Ila C
KOMOMHALMIO KJIMHUYECKUX, TeMOAMHAMUYECKUX U (DYHKIIMOHAIBHBIX XapaKTePUCTUK OOJIBbHOTO.

BKK pexomennoansi netsim crapie 1 rona ¢ JIAT I-11 @K nmpu monoxutensHOM TecTe Ha BazopeakTuBHOCcTh  [la C
U cepaeyHoM uHnekce 6oiee 2,1 1/mMun/M?%; Sa0, BeHO3HOI KpoBu Gonee 63%; 1aBieHUM B IPABOM IPEACEPIUH

MeHee 10 MM pT.CT.

BKK He pekoMeHIOBaHbI IPY OTPHIATENLHOM TECTE HA BA30PEAKTUBHOCTD; MAIIUEHTaM, KOTOPBIM [laC
He MPOBOAMJICS TECT HA BA30PEaKTUBHOCTD; MALIMEHTaM C IPABOXETyL0YKOBOI HEA0CTATOYHOCTBIO
(DK IV mo BO3) BHe 3aBUCHMOCTH OT OTBETa Ha Ba30PEaKTUBHBIN TECT; AETSM Jio 1 roza.

V neteii ¢ OTpULIATENILHBIM TECTOM Ha Ba30PEaKTUBHOCTD, @ TAKXKE Y MALIMEHTOB C OTCYTCTBUEM WU IIaC
C HeycToiuMBbIM 0TBeTOM Ha Tepanuio BKK cienyer nposectu ctpatudukaumio pucka ajist onpeaeaeHus

TakTuku JIAT criermduyeckoii Tepanum.

Hasnauenue cienuduueckoii Tepanuu peKoMeH10BaHoO pebeHKy ¢ BepudupoBanHoit JIAT npu cobmonenun [ C
CIIETYIONINX YCTOBUIA: 1) OTpHUIIATEIBHBIN TECT HA Ba30PEaKTUBHOCTD, 2) OTCYTCTBUE WIM HEYCTOWIMBBIN OTBET
Ha Teparnuio 6JI0KaTOpaMK KajbIIMEeBBIX KAHAJIOB, 3) HAJIMYKE TPOTUBOMOKA3aHUIA K HA3HAYEHUIO BJIOKATOPOB

KanbLIMEBbIX KaHAJIOB.

Craprosyio crienuduueckyio tepanuio JIAT y neteit ¢ @K I-11 1 HU3KMM pUCKOM pEKOMEHI0BAaHO HAYMHATH IB
C MOHOTEpAIKHU OJIOKATOPOM PELIETITOPOB SHAOTEINHA 6O3€HTAHOM MJIM MHTUOUTOPOM (hochoamacTapasbl

5 Tuna cuaaeHahuIoM.

[Mpu HenocTaTouHO 3 dexkTuBHOCTU Tepanuu onHUM JIAT -crietmduueckum npenaparom y geteii ¢ IAT @K 1la C
I-11 v HU3KMM puckoM, a Takke y aeTeil ¢ BrepBbie quarHoctupoBaHHoi JIAT II-111 @K, paHee He moy4aBHIIMX

JIAT -cienidprueckoil Tepanuu, peKOMEHI0BaHO KaK MOXHO OoJiee paHHee HazHaueH1e KOMOMHUPOBAHHOIM
crielGUIeCcKOil Tepauu AByMsI IEPOPATLHBIMYU TIpenapaTaMu — CUIieHahuIoM U G03EHTaHOM.

V nereii ¢ JIAT 11I-1V @K 1 Hammuuu $HakTopoB BEICOKOIO PUCKa PEKOMEHIOBAHO KaK MOXHO 0ojiee IlaC
paHHee Ha3HaueHue KOMOMHMPOBaHHOI Tepanuu tpemst JIAT cneunduyeckumu npenaparamu. st atoro
UCTIONB3YIOTCS B KOMOMHAIINY OJIOKATOP PELieTITOPOB SHAOTEINHA 603¢HTaH TIepOPATbHO, UHTUOUTOD
(ocdoauacrapasbi-5 cunaeHaduI NepopaTbHO U MHIATSALIMOHHBIA CUHTETUYECKUI aHAJIOT SHAOTEHHOTO

TpOCTAaLMKINHA UTOITPOCT.

Ipu Tsexenoit (IV ®K) u/unum 6sicTpo nporpeccupytoineii JIAI pekoMeHI0BaHO 6e30T/1araTe/IbHO HayaTh IlaC
Tepamnuio 9K30reHHbIM aHAJIOTOM TMPOCTALUKINHA (MIOMPOCT MHTAISLIMOHHO) C TOCELYIOIUM OBICTPBIM
MOJKJIIOYEHUEM KOMOMHMPOBAHHOM Teparuu rnepopajbHbIMU NpernapataMu (603eHTaH U cusiaeHadun).

Wuranaunonnsiit NO npumeHseTcs: IpeuMylinecTBeHHO B yenoBusix BUT u addekTrBeH y maimeHToB IB
C OCTPBIM JIETOYHBIM COCYAMCTBIM KPM30M /UK pe3kuM oboctpeHueM JII Ha ¢oHe cylecTByolero

MapeHXMMaTo3HOTO 3aboeBaHyst Jterkux u/vioi [IJITH.

Bozentan pekomeHaoBaH aeTsM ¢ JIAI 1 HU3KMM PUCKOM Kak B Ka4e€CTBE MOHOTEpAIUM, TaK U B COCTABE I B [1n4 nereii ¢ cuHapoMom
KOMOWHUpOBaHHOI Teparuu. [{yst neteit ¢ JIAT 1 BBICOKMM PHCKOM PEKOMEH/IOBAH TOJIbKO B COCTaBe IBOIMHON  Dii3eHMeHrepa

WM TPOMHON KOMOMHMPOBAHHON Teparnuu.

I C [Ing neteii 6e3 cuHapOMa

DiizeHMeHrepa
AMOpU3eHTaH MOXET ObITh PEKOMEHIOBAH JeTsIM ctapiue S jieT ¢ JIAT 1 HU3KUM PUCKOM. IlaC
MauuTeHTaH peKoMeH10BaH aeTsam crapiie 12 et ¢ JIAI 1 HU3KMM puckoM Kak B Ka4eCTBE MOHOTEPAITUHU. I8 C
Y MauMeHToB ¢ BHICOKMM PHCKOM TOJIBKO B COCTaBE KOMOMHUPOBAHHON TEPaNiu.
CunneHadun pekoMeHI0BaH aAeTsiM ¢ JIAI 1 HU3KMM pUCKOM B KauecTBe MOHOTepanuu. s aereii ¢ JIAT IB

1 BBICOKMM PHUCKOM PEKOMEHIO0BAH TOJBKO B COCTaBE NIBOMHOI WK TpOﬁHOﬁ KOM6I/IHI/Ip0BaHH017[ TEpanuu.

CungeHabus peKOMEHIOBaH AETSIM ¢ OpOHX0JIEroYHOM aucruiasueii, ocinoxHeHHoi JIT npu HeadbdexTuBHocTn [la B

KHUCIOpOAOTEPAIINU B TCUCHUE 4 HEMI.

Hnonpoct pekomeHaoBaH aetsiMm ¢ JIAT 1 BbICOKMM PUCKOM B COCTaBe KOMOMHMPOBAHHOIA IBOIHOIM 18 C

uim tpoitHoii JIAT -crielrduyeckoit Tepanuu.

[Mpumeuanue: BKK — 6nokaTopsl KanblueBbix kKaHanoB, BUT — 610k untencusHoii Tepanuu, [1JIFTH — nepcuctupyiorast erouHast runepTeH3ust

HOBOPOXICHHBIX.

HBIMM CBOMCTBaMU. B MUIOTHOM KJIMHUYECKOM PaHIIO-
MW3UPOBAHHOM UCCJIENOBAaHUM C yYacTHEeM TallMeHTOB
c JIAT, momyuyaBmux craOwibHble 10361 APD n/unm
nHrnouropa MID-5, ceaekcumnar ciocooCTBOBAI CHU-
JKEHUIO JIETOYHOTO COCYAMCTOTO COTIPOTUBIIEHUSI TIOCTIE
17 Hen. Tepamuu, IO CpaBHEHUIO C Tanedo [94].

B nocnenyomem 3(p@eKTuBHOCT U 0€30MacHOCTh
ToKa3aHa B IBOWHOM, CJIETIOM, TUIalle00-KOHTPOIUpYe-
MoM ucciiegoBanuu 3-it ¢pasel (GRIPHON) ¢ yuactuem
1156 B3pocnbix 601bHBIX ¢ JIAT, mosyyaBImmx mpermnapar
KakK B MOHOTEpAIu, Tak 1 B KOMOMHAIIMY C aHTarOHU -
CTOM 32HIOTEJMHOBBIX DPEIENITOPOB U MHTUOUTOPOM
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TaGmuuoa 7

PekoMmeHmay 1o MajUTMaTUBHOMY XUpyprudeckomy seuenuto JIAT [1-8, 97-106]
Herawm ¢ JIT I1I-1V @K pekoMeHI0BaHA KOHCY/IBTALMsS KApAUOXUPYpra IJIsl pellieHUsT BOITPOca O BOBMOXHOCTH U 1iejiecoo0pasHoct | C
MaJUTMaTUBHOTO XMPYPrUYECKOTO JIeYeHHs! (aTpUOCeNTOCTOMUSI, aHacToMo3 [loTTca).
ATpuocenTocToMys PeKOMEHIOBaHa IETSM CTaplleil Bo3pacTHO# rpymibl ¢ cynpacuctemHoit JIT HI-1V @K, cumntomamu Ila C
TIPaBOXETYNOYKOBOM HEOCTATOYHOCTH ¥/VJIU TIOBTOPSIONIIMMUCS CUHKOTIE TIPY HeaddeKTruBHOCTH poBoauMoit JIAT -
crieuuduIecKoi Tepanuu.
Jlero4Ho-aopTaibHbIi aHacTOMO3 [10TTCa peKOMEHIOBaH AEeTSIM MIIAAIIe BO3pacTHOM rpymibl ¢ cympacuctemuoi JIT ITI-1V @K, IIs C
CUMITTOMaMU MPaBOXETYTOYKOBOI HETOCTATOYHOCTH ¥/ WJTH TIOBTOPSTIOIIMMUCS CMHKOIIE TTPU Hea()GEKTUBHOCTH TPOBOIMMOM
JIAT -cniertuduyeckoii Tepanu.
JlerouHo-aopranbHbIi aHacToMo3 [loTTca pekomeHnoBaH netsiM ¢ cynpacuctemuoit JIT -1V OK, cumnromamu s C
MPaBOXKETyI0YKOBOM HEOCTATOUHOCTH W/MJIM TIOBTOPSIIOIIMMUCS CUHKOIIE TIPU HeahHEKTUBHOCTU MpoBoauMoii JIAT -
crieUIECcKOi Tepau U BBICOKOM TeXHUYECKOM PHCKE aTPUOCETITOCTOMUMY.
TTanuentam c obicTpo nporpeccupyomeii JIT ITI-IV @K, cuMnToMaMu paBoXeTyT0YKOBOI HETOCTATOYHOCTH ¥/ VJTH I C

TIOBTOPSIIOLIUMIICS] CUHKOTIE TIpH HeaddekTuBHOCTH poBoanMoii JIAT -crierduieckoil Tepanuy NoKa3aHa KOHCYIbTALMS

KapauOXUPYPra AJisl pelieHusi BONpoca 0 TPAHCIIAHTALMH JIETKHUX.

docdonuacrepasnl 5 Tuna [95]. B aTom MaciTabGHOM,
PaHJIOMU3UPOBAHHOM MCCJIEOBAaHUU CeJIeKCUIIar
1MoKa3ajl CHWXEHWE PUCKAa BO3HUKHOBEHUSI COOBITHIA
MpoTpeccupoBaHusl 3a0o0JieBaHUSI W CMEPTHOCTHU
(KoHeuHasl ToyKa: CMepTh IO JIIO0O0M TpUYMHE WU
yxyauieHue, cBsizaHHoe ¢ JIAI, HacTynuBIIMe 10 OKOH-
YaHWS TIeproja Teparnuu), 1Mo CpaBHEHUIO ¢ Tuianebo
Ha 40%. fBieHue U3 TEPBUYHON KOHEYHON TOUYKH
ObLI0 oTMe4yeHO y 397 maumeHTOoB — 41,6% u3 HuUX
OBUTM U3 TPYIIIHI TU1ale6o u 27% — 13 TPYIIbI CelleK-
curara. 3HaYMMBIX pa3IMdnii MEXIY IBYMsI IpyIramMu
WCCIIEIOBaHMS TI0 TI0Ka3aTesIsIM CMEPTHOCTH BBISIBJICHO
He ObUI0. 3a CYET BHICOKOI CEIEKTUBHOCTU PELIEITOPOB
MPOCTAIMKIIMHA CeJIEKCUTIal MOXET OKa3bIBaTh BIIUSI-
HUe Ha Bce Tpu 3BeHa maroreHesa JIALL B mosze ot 200
10 1600 mr 2 paza/cyt. Paspenien FDA ¢ nexa6ps 2015,
B EBpocorose ¢ 20161, Kak B KauyecTBe MOHOTEpAIuu,
TaK ¥ B COCTaBe KOMOMHUPOBAHHOI MeTUKAMEHTO3HOM
Tepanuy, HaIpaBJeHHOW Ha TPU KIIOYEBBIX 3BEeHa
natoreHesa JIT.

B HeOosbllIOM MCCAEAOBAaHUU JETEd UM MOJIOIBIX
nmoaei (cpennuit Bospact 16,5+5,7 ner) ¢ uJIAT u JIAT,
accouumnpoBanHoii ¢ BIIC, cenekcumnar rmokasan Xopo-
IIyI0 TIEPEHOCUMOCTh M OTCYTCTBHME YXYAIIEHWH IpU
Tepexojie ¢ BHYTPUBSHHOTO WJIN MHTAJSIIIMOHHOTO Tpe-
npoctuHuia [96].

B ckopoMm BpeMeHU OXUMIAIOTCS Pe3yJIbTaThl paH-
JOMU3UPOBAHHOTO MCCIIENOBAaHUS C TPUMEHEHUEeM
ceylekcumnara y nereit ¢ JIATL

CyMMapHO peKOMEHAAIMKU T0 creluudecKoi
Teparnuu JIEeTOYHOW apTepuaJbHOM TMIIEPTEH3UM TIpE-
CTaBJIEHbI B Ta0IUIIE 6.

IManmaTuBHOE XHPYPrudecKoe JieueHue

Hetsawm ¢ JIT ITI-1V @K pekoMmeHOOBaHA KOHCYJIb-
TalMsl KapauoXupypra JUisl pellleHHs BOIpoca O BO3-
MOXHOCTM M IIeJeCO00pa3HOCTH TMaUIMaTUBHOTO
XUPYPrMUECKOTO JIeYeHMST (aTpUOCENITOCTOMMUS, aHa-
cromo3s Ilorrca) (Tabnuua 7) [1-8, 97].

Hnsa mpenoTBpallleHUsT TOSIBIEHUS] TPU3HAKOB
BBIPAXKEHHOM TPaBOXETYIO0YKOBOW HENOCTATOYHOCTU
y MallMeHTOB C TsoKenol u pedpaktepHoit JIAT moxer

OBITh C(hOPMUPOBAH LIYHT CO COPOCOM CIIpaBa HaJIeBO
C IEJbI0 CHUXEHUS JaBJICHMS B TIPaBBIX OTAENax
cepilia, yBEJIWYEHUS U MOAAEPXKAHUS CEPAECYHOTO
BeIOpoca. Ilpu Takux BMeIlaTebCTBaX HaOMIOmaeTCs
reMoJMHaM1YecKas CUTyallysl, CXOIHasI C 1MaTohu3no-
JIOTUYECKON CUTyallMel IMalueHTOB C CUHIPOMOM
DilzeHMeHTepa, y KOTOPBhIX CUCTOJMYecKass (PyHKIIMS
MpaBOro XejayAouyka COXpaHSeTCsS Ha aaeKBaTHOM
YpOBHE B TeueHHe OoJiee INTEIBHOTO BPEMEHHU,
U Y KOTOPBIX TTO3TOMY OTMedaeTcsl OoJiee MIUTETbHAs
BBDKMBAEMOCTb, 4YeM y MaimeHToB ¢ UWJIAI' 6e3 Takoro
yMeHbllIalollero aapiaeHue myHrta [97-100].

ATpUOCENITOCTOMUSI — HauboJIee YacTO BHITIONHSI-
€MO€ BMENIaTeIbCTBO, KOTOPOE UCIIOIb3YeTCs IS Mmasl-
JIMATUBHOM Teparnuu y MalMeHTOB C MPOTrpecCUpylomieit
JIT' u mpaBoXeaynouyKoBOW HeIOCTaTOYHOCTbIO [97-
106]. Bompoc 0 BBIMOIHEHUH MPOLEAYPHI MOXKHO pac-
cMarpuBath y nanueHTos ¢ [11 u IV @K u penuausupy-
IOIIIMMKY OOMOPOYHBIMU COCTOSIHUSIMU, TIpU Headbek-
TUBHOCTM KOMOWHUWPOBAHHOW MeIMKaMEeHTO3HOM
Tepanuu, a Takke B KaueCTBe MaJJIMaTUBHOTO BMeIlla-
TETbCTBA KaK IEePEXOJHOr0 3Tara K TpaHCIUTAHTAIluu,
TTOBBIIAIONIETO IIAHCHl Ha BBDKMBAEMOCTh B IEPUOJ
OXMIAHUSI JOHOPCKOro opraHa (tatmuua 7) [97-106].
Onepauusi CIOCOOCTBYET YMEHBIIEHUIO CUMIITOMOB
U yIyYIIEHUIO KauecTBa Xu3HU y neteit ¢ JIATLL

C yyetoM (hakTOPOB pUCKa OMpPEAESEHbI CIEAYIO-
1e MPOTUBOINOKA3aHUS IS BHITIOJTHEHUST aTPUOCETT-
TOCTOMMMU:

1) cpenHee paBjieHUWEe B IIpaBOM TIpeacepauu
>20 MM pT.CT;

2) HachblllleHUE apTepUaIbHOI KPOBU KUCJIOPOIOM
B rokoe <90%;

3) Taxenas TPaBOXETyIOYKOBasE HEIOCTaTOY-
HOCTb;

4) manuMeHTHl ¢ BO3MOXHBIM CKOPBIM JIETAJIbHBIM
HUCXOJIOM.

Hanoxenue anacromo3a IloTrrca mpu cympacuc-
temHoit JII' cunurtaercsd 6osee MPeANIOYTUTETbHBIM BMeE-
IIAaTEJIbCTBOM IO CPAaBHEHUIO C aTPUCENTOCTOMMEN,
MOCKOJIbKY O0ECITeYMBAET BHICOKOE HACKIIIEHUE KPOBU
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KHCJIOPOJIOM B KOPOHApHBIX apTepusx u cocymax HHC
¥ BBI3BIBAET HEIOCTATOYHOE HACKIIIIEHNE KPOBU KUCIIO-
POJIOM TOJILKO B COCYIax HuxKHel yactu tena [105-106].
Dra xupypruyeckas Ipollenypa 3akirodaercss B ¢op-
MUPOBAHUU COOOIEHUSI MEXIY JIEBOU JIerOYHOI apTe-
pueil 1 HUCXOIIel YacTblo a0pThl, KOTOpOe obecrie-
YuBaeT cOpoC KPOBY CTIpaBa HaJeBO, aHAJIOTUIHO CUTY-
allMM y TIAUMEHTOB C CUHIPOMOM OH3eHMEHTepa,
00YyCJIOBJIEHHBIM HAJTMIMEM OTKPBITOTO apTepUaTbHOTO
MPOTOKa.

B03MOXHOCTH TIpOIIeIyphl MOXXHO paccCMaTpUBaTh
y mauuMeHToB ¢ cympacuctemHoi JII, pedpakrtepHoit
K JTI0001 MeIMKaMEHTO3HOU Tepalnu, BKITI0Yask KOM-
OouHMpoBaHHYIO Teparnuio, ¢ [V @K mo BO3.

[MannuaTuBHBIE XUPYpPrMYECKUE OIepaluy pac-
CMaTpHMBAIOTCSI HE B KayecTBe “‘Tepanuu OTJasTHUS”
WIM “MOCTa K TPaHCIUIAaHTallMK’, a B KA4eCTBE CaMo-
CTOSITEJTLHOTO METOJIa, TT0Ka3aBIlIero cBow 3 dexTruB-
HOCTh B JieueHuu JII' 1 TpoOBOAMMOrO Ha TEPPUTOPUU
Poccuiickoit @enepanyu UIsi TETCKOTO KOHTUHTEHTA
00JIbHBIX (Tabnuia 7).

JleHepBanus JIero4HoOi apTepuu

OO6ocHOBaHMEM MJIsI MOPOLENYyphl JIeHEepBaLlUU
JIETOYHOU apTepuu CIYXHUT TO, 4TO OapopeLenTOpbl
W CUMITATUYECKUE HEPBHBIE BOJOKHA PAaCIIOJIOXEHBI
B 00J1aCTU WK BOIM3U OU(pypKaLUU CTBOJIA JETOUHOM
aprepuu. B nByX HEOOJBIIMX MUIOTHBIX MCCIIEAOBA-
HUSIX ObUTH MPOJEMOHCTPUPOBAHBI HEKOTOPHIE OJ1aro-
npusTHBIE 3¢ (EKTH MPOLEAYPHl IeHEPBAallMM B OTHO-
IIEHUW TOJIEPAHTHOCTU K (Qu3MUYeckoil Harpyske
¥ CUMIITOMATUKU y B3pOCJIbIX MmanreHToB ¢ JIAT B Teue-
Hue 3 u 12 mec. HabmoaeHnus [107, 108]. daHHbIe
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