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CHucok coKpalneHuu
ADII — a-peronporenH

BI' — Bpo:xeHHAst TeMaHTMOMa

NI — undanTuiibHas reMaHTMoMa

KI™D — kanommudopMHas reMaHTHOIH0TETUOMA

KT — xomnbroTepHast Tomorpadus

MPT — marautope3oHaHcHast Tomorpadus

PIIC — pecripatopHblii JUCTPECC CUHAPOM

¥Y3U — ynbTpa3ByKOBOE HCCIICIOBAHKE

IIK — uBeTHOE TYIUIEKCHOE KapTUPOBAHUE

KT — snekrpokapauorpadus

IxoKI" — sxoxapaunorpadus

GLUT1 (Glucose transporter 1) — 6e10K, TpaHCTIOPTUPYIOIIUMA TITFOKO3Y
FGFa/FGFb (Fibroblastes Growth Factors) — ¢pakrop pocra ¢pudpodmactos a/b
HIF-1 (hypoxia-inducible factor) — ¢hakrop, UHAYLIHPYEMbII TUIIOKCHEH

IH-MAG (Infantile Hemangioma — Minimal or Arrested Growth Hemangioma) —a6optuBasimu UT,

UM peTuKkyasspabiMu NI

ISSVA (International Society for the Study of Vascular Anomalies) — wWHTepHaIIMOHATHHOE

COO6HI€CTBO MO U3YHYCHUTIO COCYAUCTBIX OHYXOHCﬁ

LUMBAR (Lower Body hemangioma, Urogenital anomalies, Ulceration, Myelopathy, Bony
deformities, Anorectal malformations, Arterial anomalies, and Renal anomalies)

MMPs (Matrix Metalloproteinases) — MaTpUKCHbIE METAJIJIONIPOTEUHA3BI
NICH (Non Involutive Congenital Heamangioma) — HeMHBOTIOTHPYIOIIAs BPOXKACHHAS TeMaHTHOMa
PCNA (proliferating cell nuclear antigen) — siiepHbIit aHTUTE€H MPOTUDEPUPYIOIIUX KIETOK

PHACE (Posterior fosse abnormalities/Hemangioma/Arteries anomalies/Coarctation aortic/Eyes

troubles/Sternal malformations)

PICH (Partly Involutive Congenital Hemangioma) — 9acCTHYHO HWHBOJIOTHUPYIOIIAsl BPOXKICHHAs

IrCMaHIrumomMa



PELVIS (Perineal angioma, External genital malformation, Lipomyelomeningocel, Vesicorenal

abnormalities, Imperforate anus, Skin tag)
PP (propranolol) — mpomnpaHosion B JeKapcTBEHHOU (popme «pacTBOp Uil MpUEMa BHYTPb

RICH (Rapidly Involutive Congenital Hemangioma) — OBICTpOMHBOJIOTUPYIOIIAST BPOKIEHHAsS

réMaHruomMma

SACRAL (Spinal dysraphism, Anogenital, Cutaneous, Renal and urologic malformation, Angioma
Lombosacral)

TGFa/p (transforming growth factor o/p) — Tpanchopmupytronuii pakrop pocra o/

TIMP (Tissue inhibitor of metalloproteinase) — TkaHeBOW MHTUOUTOP METAIIONPOTEHUHA3

TNF (tumor necrosis factor) — pakrop Hekpo3a omyxonu

TSH-like factor (Thyroid-stimulating hormone-like factor) — TTT-mogoGHBIi GakTOp-TUPOTPOIIUH
tPA (tissue plasminogen activator) — TKaHEBOW aKTHUBATOP IJIa3MHUHOTEHA

uPA (urokinase plasminogen activator) — ypOKMHa3HBII aKTHBATOP MJIA3MUHOT€HA

VEGTF (vascular endothelial growth factor) — snaoTenuanbHbIil COCYIUCTHIN pakTop pocTa

VEGFR1/R2 (Vascular Endothelial Growth Facteur Receptor) — penenrop 1/2 sHaoTennamibHOTO

COCyucTOro pakropa pocra

WT1 (Wilms tumor genel) — omyxosneBsiii 6emok Bunsmca



TepMuHBI U onIpeaeICHUS

Hoevle u V3KoHanpdaejileHHvle np0¢€CCMOHCL/Zbel€ mepmuHsvl 6  HAcCmoAwux  KIUHUYEeCKUX

peKOMeH()auuﬂx He UCNOJIb3YIOMCcA



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Nudantunpuas remanruoma (UI') — 310 106pokauecTBEHHOE COCYIMCTOE HOBOOOPA30BaHKUE, B OCHOBE
KOTOpPOM  JIGKUT aHOMaslbHass mponudepanuss OSHIOTENUATBHBIX KIETOK C  HapyHIeHHOU

APXUTEKTOHUKON KPOBEHOCHBIX COCYAOB [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHml HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

ITHOJIOTUHA

Otnosorusi ocraercs 10 KOHIA HEW3BeCTHOM. CyIIEeCTBYIOT HECKOJIBKO OOCYKIAEMBIX THIIOTE3
(naneHTapHas, MyTalusl T'€Ha, 3aJ€MCTBOBAHHOIO B Mpojndepanun 3HAOTEINANbHBIX KJIETOK), HO
COBEpIIEHHO OYEBUIHO, YTO THUIOKCUSA KaK aHTEHaTaldbHas, TaK W IMEpUHATalIbHasA, SBISAETCS
MPUHIMIHATBHON Tunotre3oi Bo3HukHOBeHus WMI' [2]. Ha »To ykaspiBaroT u Oonbllas YacTh

npeapacnoiarammmx ¢Gakropos [3-5]:

- aHTEHaTaJbHasl THUIIOKCHS,;

- MHOTOILJIOJIHAsT OEPEMEHHOCTB;

- OCTIO)KHEHHas1 OEPEeMEHHOCTD (MTPEIKITAMIICHS, TATOJIOTHSI TUTAIEHTHI/OTCIOMKA TIAlleHTHI);

- Bec npu poxxaenuu Mmeree 1500 rpamMmm/HenoHOIIIEHHOCTD (dacTota BcTpeuaemoctu UM — 25%) [6];
- AMHHUOIICHTE3/XOPHOIICHTE3;

- )KEHCKHUM I10J1;

- eBPOICONIHAS paca;

- IO’KWJION BO3pacT marepu [6].

IHarodusunonorus

Cunraercs, yto UI' umeer smMOpuoHaAIbHOE TPOUCXOXKIEHUE, 00pa3ysichk u3 Me3o0JepMbl. B HOpMe
dbopMUpOBaHUE COCYANCTON CHCTEMBI B KOXKE€ 3aKaHUMBAETCS HA TIOCIICHUX HEAeNax recranuu. Ecnu
9TO CO3PEBAHHME HE 3aBEPLICHO K POXKICHUIO, HEKOTOPBIE COCYABl OCTAKOTCA IMOJ JEHCTBHEM
CTUMYJIHUPYIONUX (PAKTOPOB, YTO MPHUBOJUT K HUX Ype3MEpHOU mpoiudepanud u (HOpMHUPOBAHUIO

COCYIHCTOM 00pa3oBaHUsI.

B ocnoBe ¢popmupoBanust UI" nexuT HapylieHne aHTHOTeHe3a, 00yCIOBIEHHOE TUCOaTaHCOM MEXIY

AHTHUOI'CHHBIMU U aHTUAHTUOHHBIMHA q)aKTOpaMI/I.

AHIuoreHe3 TpPEACTABIACT CJIOXKHO PEryJupyeMblii TPOIECC, KOTOPBIA  3aKiroyaeTrcss B
pemMonenupoBaHnn  (MMy4ykoBaHHE, OOBEAMHEHHE, PErpecc He3penblX COCYIOB) MEPBUYHOTO
COCYIUCTOTO CIUICTEHUS B HOBBIC KAMWUISAPHl M3 MPEAUISCTBYIONIMX KaK B (U3MOIOTHYECKUX
YCIOBUSIX, TaK U IpPH NATOJOTUYECKOM IMpOLecce IMOJ JEHCTBUEM MHOXECTBA CTUMYIHPYIOLIUX U

UHTHOUpyomux (Hakropos [7].

Tpu mocnenoBaTenbHBIX Oapbepa CTOAT HAa MYTH (QOPMUPOBAHMS HOBBIX COCYAOB: Oa3zanbHas
MeMOpaHa, MePULUThI, COEAUHUTEIbHOTKAHHBIE KJIETKH, KOTOPbIE OKPYKAIOT COCYH, U MEXKKJIETOUHbIN

Matpukc. Jns gopMupoBaHHUsT HOBOTO COCyda HEOOXOAUMMO pas3pylIeHHE ATUX OaphepoB IyTEM



aKTUBallUU  (PEPMEHTOB cHUCTeMbl (UOpUHOMM3A ¥  CTUMYJISIUU  OHIAOTEIHATBHBIX  KIETOK
HUPKYIUPYIOLUIMMHU WIH JIOKaJIbHO akTUBHBIMM (akTopamu: UPA (urokinase plasminogen activator) u
tPA (tissue plasminogen activator). Otu ¢depMeHThl aKTUBHPYIOT B CBOIO OYEpeIb MaTPUKCHbBIE
Metautonporennassl (MMPs), paspymaronme MexXKIeTouHbIM Marpukc. MMPs  cnocoOCTByrOT
«OTCIIOGHHIO»  TIEPUIIUTOB, JIM3UPOBaHHIO  Oa3aJibHOM  MeMOpaHbl M OCBOOOXKICHHIO B
AKCTPALCJUTIONSIPHOM MAaTpUKCE MPOCTPAHCTBA IS SKCIAHCUUM HOBOTO cocyna. AKTUBUPOBaHHbBIC
SHAOTEIHANBHBIC KJIETKA MUTPUPYIOT M3 «MaTEepPUHCKOTO» cocyda | mnpoludepupyior B

c(hopMHPOBAHHON HHIIIE YKCTPAICILTIONAPHOTO MaTpukca (Pucynox 1).

Pucynok 1. Cxemarnueckoe n300pa’keHue pa3IMuHbIX 3TAllOB aHTHUOT€HE3a

JTanbl aHrmoreHesa
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1.2 - AKTHBAUWA 3HOOTENHANBHLI KNETOK 3 - MpoTPY3IMA IHAOTENMANBHBI KNETOK
- Paspywenxwe GazancHod membpansl

4 - Murpauva 3H00TeNHaNLHBIX KNeToK 5 - PeOpraHH3auMa IHAO0TENHWANBHLX KNETOK
- Nponudepaura IHOOTENHANBHBIX KNETOK & Kandnnap
- BoccTanoanesme GasansHoi Memipans
(=CTafuNM3aumA= CTPYKTYDE)

1,2,3: akTuBamus dHAOTEIUATBHBIX KJICTOK IO/ JEHCTBUEM CTUMYIUPYIONIUX (PaKTOPOB, pa3pylieHUE

0a3aapHON MEMOpaHBI ¢ MOCIEAYIONIEH TPOTPY3UEH SHTOTENNATBLHBIX KIIETOK
4: MUTpanys YHAOTEIUATBHBIX KIETOK, poiudeparus 1 GopMUpPOBaHNE KAWILISIPHON «ITOYKM»

5: co3peBaHHE SHIOTETUATBHBIX KJIETOK C (OPMUPOBAHMEM IMPOCBETA B KAMMIUIIPHOW «IIOUKE,

BOCCTaHOBJIeHHE Oa3anbHON MeMOpaHbl. OOpa3oBaHHe COCYTUCTON CETKH.
B kauecTBe maBHBIX (DAaKTOPOB, CTUMYIUPYIOMIUX aHTHOT€HE3, MOXKHO BBIJICIUTH JIBA:

VEGF (Vascular Endothelial Growth Factor / sndomenuanvhulii cocyoucmsiii pakmop pocma) —
MOIIHBIN creuPUUecKuid (akTop pocTa SHIOTEIUATBHBIX KJIETOK, OOJIaJalolluii MHTOT€HHOU H
AHTMOTEHHOW aKTUBHOCTBIO, CIOCOOHBIN CTUMYIUPOBATH 00pa3oBaHue KanmuuisipoB. OH GpuKcupyeTcs
Ha cnemuduueckux peunentopax (VEGFR-1, VEGFR-2), pacnonokeHHBIX Ha 3SHIOTEIHATIbHBIX
KJIETKaX U UX MPEeAlIeCTBEHHUKaX, MPUBOIA K mpoiudepanuu U (HEeHOTUIUYEeCKord TpaHchopMaluu

OHAOTCIIHNAIIbHBIX KICTOK, Bblpa6OTK€ MMPOTCOTUTHYCCKHUX (l)epMeHTOB, 4TO B COBOKYIIHOCTH



crocoOCTByeT (OPMUPOBAHHIO HOBBIX cOCyIoB [8]. B ycrmoBusSX THNOKCHHM TIOBBIIIAETCS
koHLeHTpauusa u skcnpeccust VEGF 3a cuer nosbimenus tpanckpunuuu ¢paxkropa HIF-1 (hypoxia-
inducible factor). AxtuBnHas ¢opma mociennero mayuupyer Tpanckpuniuio reia VEGF. Kpome
TOro, B ycinoBusix runokcun cekpenuss VEGF yBennuuBaercs nop nelictBueM uHTepiieiknHoB u TGF
(Trasforming Gtowth Factor). Bce 3Tu ¢akTopbl cmocoOCTBYIOT mpoiudepauu dHI0TeInaTIbHbIX
KJIETOK, CEKpELUU MPOTEUHKUHA3 (METaJUIONPOTEUHA3bI), KOTOPbIe HEOOXOIUMBI I peOpraHu3aliu

BHEKJICTOUHOT'O MaTpuKca, KOOpAUHAIMH T PEepeHInPOBKH KIETOK COCY/IOB U aHTHOreHe3a [8].

FGFa/FGFb (Fibroblastes Growth Factors / ¢pakmop pocma ¢ubpodbracmog) — 3T0 ayTOKPUHHBIN
¢dakrop pocra. OH 001aaeT BHICOKOM MUTOT€HHON aKTMBHOCTBHIO B OTHOLIEHUU OOJIBLIOTO CHEKTpa
KJIETOK ME30JIEpPMalIbHOTO U HEHPOIKTOAECPMATBHOTO MPOUCXOKIACHHUS, K KOTOPHIM, B TOM YHCIIE,
OTHOCSIT SHJOTENHANbHBbIE KIETKH, IajKomblinieuyHble u ¢udpobnactel. bFGF yuacTByeT BO Beex
JTarax HEOAHTHoreHe3a (PUCYHOK 2), BKIIIOYasi SMOPUOHAIBHBIA TEPHOJ (POPMHUPOBAHUS COCYIIOB,
crocoOCcTBys nuddepeHITnPOBKEe aHTHOOIACTOB ME30/IEPMBI B DHIOTEIHAIbHBIE KIeTku. Kpome Toro,
FGF Obln BblIENEH W3 MHOTUX TKaHEH, BKIIIOYas OMyXoJeBbie [8] W HSHAOTEIHAIbHBIC KIIETKH

IpOIUPEPUPYIOLIUX COCYAUCTHIX HOBOOOPA30BAHU.

Pucynok 2. FGF perynsauus anruorenesa [9]
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FGF

—

Mopasnexwe cuHTE3a

KagrepwHa
Mpoayxuma Hapymeﬂufe Nepepacnpeaenexme AKTHBaUWA Himernenne | T ———
nporteas KINOTOWON Va::::ez:ue H‘:canrg;uua MOMKNGTOUNRIX  CTRYKTYPSI r?epnuu*r:n
* are3vu WHTerpMHa \ KOHTaKTOB MaTpuKca
Derpapaumn J
6a3anbHon MeM6paHb Murpaumna Mponudepaumn Mopdorexes CospesaHmne cocyaos
PaHHAA nHBa3uBHanA ¢asa Mo3aHAA hasa cospeBaHUA
aHruworeHes
CdopmupoBaHHass TakuM O00pa3oM Te€MaHTHOMa MPOXOAUT TpU CTaauu: Tpoiaudeparu,

CTa0WIN3allMd ¥ WHBOJIOLMU, KOTOPbIE PETYIUPYIOTCS AHTMOTEHHBIMHU (akTopamMu U (pakTopamu,
UTHOMPYIONIMME aHruorenes (uurepdepon P, anruocratu, TpomOocnonand; TIMP [Tissue inhibitor
of Metalloproteinas] — uHruburop HeoBackymorenesza) [10]. daza WHBOMIOIMH XapaKTePU3YETCS
HOBBILLIEHHOM 3KCIIPECCUE MapKepa 3pesoCcTH IHAOTENHaAIbHBIX KIeToK — [CAM-1 (a3kcnpeccupyercs
B MpoJu(epupyoluX HAOTSIUANBHBIX KIETKaX W MPEACTaBIsAECT COOOM MOJIEKYIly MEXKKICTOYHOU
aaresun). Perpecc peanusyercss myTeM amnonro3a (SHIOTENHAIbHbIE W CTPOMAJIbHbIE KIETKH

AKCIIPECCUPYIOT MAapKEPHI allONTO3a — MPOTEOIUTHUECKUE (DEPMEHTHI - Kacnaszy 3).



1.3 Dnuaemuosorus 3aﬁongBaHnﬂ WJIM COCTOSTHUS
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Camoit yactoit u3 Bcex GopM cocyaucTol narosnoruu sisisiercst MI.

UYacTora BcTpeuaemoctu cocranisieT 5—10% [11] y mereit 1-ro rona »u3Hu u 30% y HETOHOIIEHHBIX
nereir ¢ BecoM meHee 1800 rpamm. UI' gamie BcTpewarorcst y neBoYeK eBporeiickoit pacel (2,5—4:1)
[12]. ¥V HenoHOIIEHHBIX AETEM COOTHOIICHHE JICBOYKM : MaJbdMKU MeHblie — 1,4:1, HO 3TO
COOTHOIIICGHHE 3HAYMMO YBEJIMYMBAETCS TMPU OCIOKHEHHBIX W cerMeHtapHbix ¢(opmax UL u

cocrasiyisier 9:1 [13].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

D18.0 — remanruoma nr000# JIOKaIU3aINH



1.5 Knaccudpukanust 3a001€BaHusI MM COCTOTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

B nacTosiiee BpemMsi HHTEpHAIIMOHAIBHBIM COOOIIECTBOM I10 M3YYEHHUIO COCYAUCTHIX omyxoiien ISSVA
(International Society for the Study of Vascular Anomalies) BBeA€HO MNOHATHE «COCYAMCTHIE
aHoManumy. Bce cocynucTeie aHOMaINK pa3/ielieHbl Ha JBE OONBIINE TPYIIIBI: COCYAUCTHIC OMYXOIH U

cocynucteie manbhopmaiuu [14] (Tabauna 1).

Tab6auua 1. Cocynucteie anomanuu, kinaccudukarus [SSVA

Cnc}'m{crme AHOMATHH

CocyaHeTsle MATBOpMATHE
OpOCThIE woMOHHHpPo | AHOMATHE KPYOHBIX | ACCONHHpOBaHHEIE
BAHHEIE MATHCTPATBHEIX OpPYTHMH
JofpokanecTReHRRE COCYIOE AHOMATHAMH
(cHEIpOMBI)
Kammnmapaas CWVM, CLM | membarsuecEse - Klippel-Trenaunay
[TemadaTiaeckan LMV, ESHOZHEIE - Parkes-Weber
Benoznaz CLMV EPTEpHANEHEE - Servelle-Martorell
AprepuosedosHar Ma | CAVM - Sturge-Weber
AbfopramEE CLAVN* Amonamms - Maffieein
Toacanseo arpeccarmse ApTepHOEEHOSHAT IpVTEE - OTXOEIEHHA -CLOVES
fEcTyma® - Xoga - Proteus
3M0EEYECTEEHHELE - Rod-Ea - Bannzyan-Riley-
- OpOTTHEHHOCTE Ruvalcaba
- OHAMETPE - Mawponedamss - CM
- HATHIHE MVHIOE - Mmxponedanms - CM
- IepPCHCTEHIHA
SMOPHOHATRHETL
COCYIOE

CocynucTbie OIyXOJIM C THUCTOJOTMYECKOM TOYKM 3pEHUsl XapaKTepHu3yroTcsi mnpoirdepannen
SHAOTEIHANBHBIX KIETOK. [To GuonornyeckoMy MOBEACHUIO COCYAUCTBIE OMYyXONU IMOAPA3ICISIIOT Ha

Z[O6pOKa[I€CTBeHHI)Ie (FeMaHFI/IOMI)I), JIOKaJIbHO aneCCI/IBHLIe/ HpOMe)KYTO‘{HOI;'I CTCIICHU

3JIOKAYC€CTBCHHOCTH (FeMaHFI/IOBHILOTeJII/IOMbI, 3a HCKIIIOYCHHUEM 3HI/IT6HI/IOI/IHHOﬁ n Ilp) u

3JI0Kau€CTBEHHbIE (AMUTEINOUAHAS TEMAaHTMOHIOTEIMOMA U aHTHocapKoma | Jip.) (Tabnuua 2).

Ta6auua 2. Cocyauctsie omyxoiu, kinaccudukaius ISSVA



ToGpokadecTEeHHBIE ONMYX0IH

< HudantHaEHAg TeMaHTHOMA >

Bpoxnennere reMaNrHoMED
RICH
NICH
PICH

«llyuropaay anrnoma (lufted arrmona)

Bﬂpf‘.TﬁHOK:IEID'qHﬂ.H reMaHTHOMA

BDI/ITEI.EHDH,ZI;HEH IeMaHTHOMa

[Inorennas rpagyIeMa

lpvrae

Jorkannuo ArpecCHEHRIE COCYIHCTERIE OV X0TH (IIPDIHE!\E}"TB‘:IHHH CTeNeHb

SJIUKE‘I'ECTBEHHDCTH)

KEHGDIHCprMHE.H TreMaHTrHOIHIOTETHOMA

PETH[I)DPL!II—IEH IreMaHrHo3HIOTETHOMA

[Nanmnnapuas uaTpaTHMpaTHIeckad aHMHO3HAOTEIHOMA, onyXoas Dabska

EommoznTHas reMarHo3HIJOTETHOMA

Caproma Kanomn

Hpvrae

31oKadecTEeHHBIS COCYIHCTHRIE ODIIYXOIH

Agnruocaproma

SDI-I'I‘EJ'EHDI[HEH reMaHTHOIHIJOTETHOMA

Hpvrue

NI oTHOCUTCS COTNIACHO COBPEMEHHOM KIacCU(UKALMU K T00POKau€CTBEHHBIM OITyXOJISIM.

Tpu rucromoruueckue ¢assl (Pucynoxk 3 A, B, C, D) crueayioT ogHa 3a JIpyroil, COOTBETCTBYS

«GKM3HEHHOMY» LIUKIIYy TeMaHTHOMBI [ 15].

1 ¢aza. ['mcTromornyecku OIMyXOJb BBICOKOW KJIETOUHOCTH W COOTBETCTBYET KIMHHYECKOW (pasze
nponudepanuu. Onpenensercs He3penas COCYIUCTasl TKaHb, COCTOSIIAs MPEUMYIIECTBEHHO U3
KOMITAKTHO PACIIOJIOKEHHBIX JHIOTEINAJIBHBIX KIJIETOK, 3aHMMAOIIUX MPAK-TUYECKU BCIO IUIOLIAb
ormyxosu, (HOPMHUPYIONIMX €Ba Pa3IUYUMBIC COCYIOUCTBIC TOJIOCTH, IS BU3yaIH3aIlMUd KOTOPBIX
MOXKET MOTpPeOOBaThCS MCIOJIb30BAaHUE JOMOJHUTENIBHBIX METOA0B uccienaoBanus (Pucynok 3 A, B).
CrpomMainbHble KJIETKH BCErja coaepxkar OOBEeMHOE SIpO, OMPENENsieTCsl BBICOKAs MUTOTHYECKas
akTUBHOCTb. OOHapyxuBaeTcsi  OONbIIOE  KOJIMYECTBO  MACTOIMTOB. MOXKET  BBISBISATHCA

MNCPHUHCBPAJIbHASA WHBA3UsI.



2 (aza. Omyxonb cTtaHoBUTCA Oosee nupepeHInpOBaHHON U COOTBETCTBYET KIMHHYECKOW CTaJuU
crabunm3anuu. [UCTONOrMYecKH OIMyXoidb HMEET JOJBYaToe CTPOEHUE, COCTOUT U3 YETKO
TUQQPEPEeHIIMPOBAHHBIX ~ KAMWULIPOB C  XOPOIIO  OMPEAENsieMbIM  MPOCBETOM, BBICTIIAHHBIM
ytoméHHabiM dHA0TeMeM (Pucynok 3 C). Jlonbku IEHTPUPOBAHBI apTEPUOSIaMU M IPCHUPYIOIIUMU

BeHyJsaMu. Ha 3Toll cTaauu cTpoMasibHbIE KJIETKU HE ONPEEIISIFOTCS.

3 ¢aza. CootBetcTBYeT perpeccy. O0bEM cocyaucTol mponudepanud TpOrpecCUBHO YMEHbBIIIAETCH,
TKaHb OMYyXOJW 3aMEIIAETCs BOJIOKHHCTON COCTUHUTENBHOW W KHpOBOM TkaHbio (Pucynok 3 D),

Cpelli KOTOPBIX ONPENEISAIOTCA PEAKUE OTACIIBHO PACTIONOKEHHbIE Kanmniuispsl [13].

Pucynok 3 (A, B, C, D). I'ucronorudeckasi kKapTiHa Ha pa3HbIX cTaausix pa3Butus U

A: TlponudeparuBnas ¢aza. KoMrnakTHO pacronokeHHbIe MEIIKUE COCYIIbI, HE UMEIOIINE TPOCBETOB,
MOCTPOCHHBIE M3 D3HJOTENUAIbHBIX M KJIETOK Jpyroro auddepeHunpoBoyHOro psna (OKpacka

TeMaTOKCHIIMHOM U 303uHOM (I'-2), yBenuuenue mukpockomna x100)

B: Dxkcnpeccuss GLUT1 B sHporennu (MMMYHOTHCTOXMMHUYECKOE HCCIEIOBAHME C QHTUTEIaMH K
GLUTI, yB.x100)

C: Hauano unBomonus (¢asa miaro). Kamwispsl ¢ TOHKOH CTEHKOW U XOPOIIO BUIUMBIM ITPOCBETOM
cocynos (I'-2, yB. x100)

D: M3meHeHus nocie 3aBeplleHus UHBOIIOUNU. Penknue cTpyKTyphl 3pesblX pe3uayajlbHbIX COCYIOB

Cpell BOJIOKHUCTOM COEIMHUTENBHON 1 xUpoBoi TKaHu (I'-3 , yB.x100)

I/IMMyHOFl/lCTOXl/IMl/l‘IeCKOE HCCJICA0BaHUE



DHJ0TeNMaIbHbIE KJIETKU COCTABIISIOT MPEUMYIIECTBEHHOE OOJBITMHCTBO U UMEIOT (DEHOTHUT, 00N
C DHIOTENHAIbHBIMU KJIeTKamu TmaneHtsl (Fc gamma, merosin, Ag Lewis Y, GLUTI1). Cambim
HAJCKHBIM CHENU(DUUECKUM MapKepoM, MO3BOJISIONIUM MpoBecTd AuddepeHnaIbHblii TUarHos ¢
moboii  apyroit cocymuctorr anomanuen, sBisgercs GLUT1 (Glucose transporter 1) — 0eInok,
TpaHcnopTupyromuii noko3y 1 tuna (Pucynok 3B), kotopslit skcnipeccupyercs B 100% ciyuaes UIT
Ha JIIOOON CTaJuM SBOJIIOIUMU M HE BBIABISETCS IpU Apyroi cocyauctoi martonoruu [10]. B To xe

BpeMs, Kak U npu 060 kanuuisipao nponudepannu, UI' WT1 (Wilms tumor genel) nmo3utusHa.



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

NI" umeeT mIOTHOAIACTUYECKYIO KOHCUCTEHIINIO, HE MYJIbCUPYET, 0€300J€3HEHHA (32 UCKIIIOUEHUEM
CIIy4aeB, COMPOBOXK/IAIONINXCS U3BA3BICHUEM WIHM MEpUHEBpalbHON MHUIbTpanuei). l{BeT koxu B

MeCTe JIOKAJIU3AIMH OIyXOJIM BaphUPYET B 3aBUCUMOCTH OT THma UT.
Knmuangeckue Ghopmbr:
o QDoxanvhas ¢popma, camas yactas. [Ipencrapiena B Bue eAMHAIHOTO OKyca

o Ceecmenmaphas ¢opma COOTBETCTBYET OINPENCICHHOMY aHAaTOMUYECKOMY CerMeHTy/nepmaromy. C

3TOM (hOpPMOH Yarle BCero acCOIMUPOBAaHbI CUHAPOMaIbHbBIE BapraHThl I

o Mynomugokanvuvie — penkue ¢opmbl. [lpu Hanumuuu Oosnee 1, HO MeHee 5 o4yaroB roBOPSAT O
TeéMaHTMOMAaTo3e; MPY HAIWMYUU MHOKECTBEHHBIX MEITKHUX (HECKOJIBKO MUJUTUMETPOB B JUAMETPE)
IEéMAaHTMOM PeYb UJIET O MUJIMAPHOM I'€MaHMOMAaTO3€, KOTOPhIN aCCOLUUPYETCS C BUCLEPATbHBIMU

MOpaKEHUSIMU (Yallle BCEro peyub UAET O OPAXKEHUH MEUEHN )
Tumst VI B 3aBUCUMOCTH OT TTyOWHBI MOPAKCHUS KOXKH U TTOICKAIINUX TKAHEH:

1. Ilosepxnocmuas (koxcnas) UI" (50-60%). Auruoma Oyrpucrasi, Spko-KpacHas, C YeTKUMHU KpasiMHu,
BBICTyTAIOIIAsl HaJ 37J0POBOM KOXKEH, C IIEPOXOBATOM (3€pHUCTOI) TMOBEPXHOCTHIO (B JUTEpaType
Ha3bIBAIOT TYOEPO3HON AaHTMOMOW WM «KJIyOHWYHON» aHruoMon). Ilo dopme oHa MoxkeT OBITh

JokanbHOU ((hoKaabHOM Ui cermMeHTapHoM) win quddy3Hoi.

2. Iookoxcnas Ul (15%) npenctaBiseT coO0M OMyXOJIeBUAHOE 00pa30BaHNUE C YSTKUMHU T'PaHHUIIAMHU.
Korka Hasl omyXoJpio OT OOBIYHOM OKPACKH JI0 pa3HOM CTETICHH CHUHIONTHOCTH, MOXKET OBITh OKpY)KEHA
MMOBEPXHOCTHOM pacIIMpEeHHON BEHO3HOU ceThio. Pacmonaraercs moaKoKHas TeMaHTHOMa B TITYOOKHX
CJIOSIX JEPMBI U TunojiepMe. [ eMaHrnoMa UMEET TJIOTHOAIACTUYECKYI0 KOHCUCTEHIINIO, CJIETKA Teruias

Ha OIIYIb, HO 6€300JIe3HEHHAS U HE ITyJIbCUPYIOIIasl.

3. Cmewannas cemaneuoma (25-35%) uMeeT NBE COCTABISAIONIME: MOBEPXHOCTHYIO OyTpUCTYIO U
Oonee mTyOOKYI0 — MOAKOXKHYIO, KOTOpasi BBIXOJUT 3a IPAHULBI NEpBOM, 00pa3ysl CUHIOUIHBINA apeo
[16]. 3anumaer Bcro aepmy u runoaepmy. Kak mpaBuno, cmemannas NI mpencraBiena B Buue
€IMHUYHOTO (pOKyca, HO ObIBAIOT U MHOXKECTBEHHBIE. B mocneaHem ciiydae OHU MOTYT COYETaThCs C

BUCLIEpAJIbHBIM TTOpaxeHuem [17].

4. Ilomumo onucanHbIX 3-x Kiaccuueckux TunoB Ul Beraenstor eme 4-10, amunuunyto HMI'. Peus uner
0O HaJIMYUM C POXKICHUS «0Opa3oBaHUS» Ha KOXE, KOTOPOE€ HANOMHUHAET HW3MEHEHUS,
npenmecTBytone pasputuio  MI, Tak Ha3zpiBaeMble HMHUIMAIBHBIE WM3MEHEHUS:  CJIETKa
BO3BBILIAIOUIEECS SPUTEMATO3HOE IISATHO C TOHEHBKUMH TEJIEAHTWIKTa3usIMU. (OCOOEHHOCTHIO
ABIIAETCS MPAKTUUECKHU MOJIHOE OTCYTCTBUE MponudepaTtuBHOU (a3bl (MeHee 25% oT oluieil mionaau
MOBEPXHOCTU TOpaXEHUsI ToABepraerca mnponudepanuu). DT remaHruoMbl HazeiBatoT [H-MAG
(Minimal or Arrested Growth Hemangioma), wiu aGoptuBabiMu UI, unu petuxynspueivu WD

(Knaccupukauus ISSVA 2014). BonpmmncTBO Takux WIT nokanusyrorcs Ha KOXKE HIDKHHX



KoHeuHoCTel. [lopakeHHass KOHEYHOCTh OTE€YHAsI C MHMUIbTPALUCH MOANIEKAIIMX TKAaHeH. DTOT THUTI
NI' dyame conpoBOKIaeTcss JIOKAIBHBIMU OCJIOXHEHUSAMH B BHJE H3BSI3BICHUS U MOXKET
aCCOLIMUPOBATHCS C AHOMAJIMAMU MOYEIIOJIIOBOW CHUCTEMBI, a TAKXKE C CEPACYHOM HEAOCTATOYHOCTBHIO
[18].

Pazmepsr

Pasmeprl oueHs BapuabenbHBI: OT TOUEUHBIX 10 TMranTckux. 80% WI umeroT Hebombime pa3Mepsl,
MeHee 3 CM B IMaMeTpe U HOCAT M30JIMPOBaHHbIN xapakrep [19]. Uto kacaeTcs rurantckux (Gpopm, To
BBIJICJIAIOT 2 BHUJIA: PACIOIaraoliyuecs MOBEPXHOCTHO WU Mpoiaudepupyrolue Ha MOBEPXHOCTU U B
o0beme. Pasmepbl MOryT OBITH HACTONBKO 3HAYMMBIMHM, YTO 93TO MPHUBOIUT K H3MEHEHUSIM
aHATOMUYECKUX I'PaHUIl, 0COOCHHO MPH JIOKAINU3AIUU B CKYJIOBOW OOJACTH M B 001aCTH OKOJIOYIITHOM

CIIFOHHOMU JKEJIE3BI.
Jlokamm3anus

Tonorpadus camas paznooOpasnasi, HO yaie Bcero M nmokanuzyrorcst B ob6mactu rosoBsl U men: 40%
n 20% coorBercTBeHHO [5]. 76% dokampHBIX (HOpPM Ha JHIIE PACHOJAraroTCsS Ha BBICTYHAOIINX
ydacTtkax, 60% wu3 KOoTOpbIX - MO LeHTpanpHOM JuHuM Jsmna [20]. Camble 4YacTele — 3TO
JoKanu3oBaHHble (popmbl, ullb 24% - cerMeHTapHble. BoiaenstoT 4 30HbI pacmonoKeHusl, COrJIacHO

ycioBHBIM cerMeHTaMm (S1-S4) (pucyHok 4).

Pucynok 4. CermeHTapHOE JieJIeHHE roJIOBHI [21]

S1 - NO6HOBUCOYHbLIA CErMEeHT

HeKOTOpLIe BHUbI noxanmaunﬁ MOT'YT YKa3bIBaTb Ha HAJIMYUC OCHOH(HGHHﬁ, IIpU 3TOM CEIrMCHTAPHBIC

(bOpMBI B 11 pa3 4ame aCCOOMHUPOBAHBI C OCIOKHCHUAMU, B HACTHOCTH C U3BA3BICHUCM U PA3BUTHUCM



Manbdopmanmii [13,22]:

o S1/S4 — puck pa3BuTHsa MaJIb(OpMaIIHil TOJIOBHOTO MO3Ta MPUOIU3UTEIIBHO B ¥4 cinydasx [23];

e S2/S3 — pucK cepleYHO-COCYIUCTHIX aHOMAJIMK U TTOPAKEHUSI BEPXHUX JbIXaTeIbHBIX MyTel [23].
DBOJIOIUS

UI" npeacrasnsieT co00il «IMHAMUYECKYIO OIyXOJb», TO €CTh OHAa UMEET OINpPENETICHHYI0 KUHETHKY,
nperepreBast Tpu (as3bl pa3BuTUsA: (azy pocTa, CTAOMIM3ALUU U PErpecca, KOTOPbIM COOTBETCTBYET

aHaJIOTMYHAsI TUCTOJIOTHYECKas (ha3a.

O6b1yHO B 70% cnyuasx UI' npu pokJeHUH OTCYTCTBYIOT M HAUMHAIOT MPOSIBIATHCS JIUIIL YEPE3
HECKOJIBKO JTHEW/Henenb nocie poxaeHus [24,25]. Heo6XxogumMo OTMETUTbh, YTO MOAKOKHBIE (POPMBI
MOTYT OBITh KIIMHUYECKH BBISBICHBI JIUIIb K BO3pacTy 2—3 mecsaueB [24]. UHunmnanbHbie MPOSBICHUS
MOTYT OBITh MPEJCTaBICHbI B 1/3 ciyyaeB JTOKAJIBHBIMU MU3MEHEHUSIMU KOXKU B BUJE OJIEIHOTO MSATHA,
MOXOKEr0 Ha ramapToMy, JHOO B BHUAE OJEAHO-PO30BOrO IMATHA/KANMWIISPHOU CETKH, KOTOpPHIE B
TEUEHHUE MOCIEAYIOUINX HECKOJIBKUX HeNleIb/MECSLEB MIPOrPECCUBHO PacTyT ((ha3a paHHEH U ObICTPOIt
nponudepanuu  cMeHsercs (a3ol mo3nHeH W MeUIeHHOM mponudepanuu), NpUHUMAs BUJ

KJIACCUYECKON INeMaHTUOMBI.

daza mponudeparnuu 3aBepiiaeTes 00BIYHO K 6-8 MecsaM I MTOBEPXHOCTHBIX (HOPM, MU MOXKET
OpOUTUTECA A0 9—12 MecsueB ais MOAKOKHBIX M cMmemmanHbix ¢dopm UT [25]. B 80% ciyuaes UT°
yIBauBaeT CBOM pa3mep, NOCTUTas, KaK MpaBuiio, puHaIpHOro oObeMa K Bo3pacTy 5 mecsieB [25], B
5% cnydaeB pasmep yrpamBaercsa. M B oueHp peakmx ciaydasx (meHee 5%) cmemannbie U

JOCTUTAIOT TUTAHTCKUX pa3MepoB, a nmponndepatuBHas (paza MOKET ATUTHCA 10 24 MecsieB [22].

[IpubnusurensHO ¢ Bo3pacTta 8—9 mecdileB HaunHaeTcs pa3a crabuin3anuu, KoTopast AuTes oT 12 1o
36 wmecsaueB. B stor mepuon 3aBepmaerca poct MIT M HaumHaeTcss MeNJIEeHHAsl CIIOHTaHHAs
UHBOJIIOIUS, KOTOpas KIMHUYECKHM MaHU(ECTUpYeT ¢ IEHTPaJbHOTO TMPOCBETIECHUS Y KOXKHBIX
TeMaHTUOM M «OCEaHMs» MATKUX TKaHEW MpH MOAKOKHBIX Gopmax. MHoraa ¢asza pocra u perpecca
MOXET IpoTekaTh napamienbio. B 60% NI nonHocTeio perpeccupyet k 4 rogam, B 76% — k 7 ronam

[24], ocTaBisist mocine cedst pe3uayaabHbId «Apsa0nbIid kapman» (PucyHok 5).

PucyHok 5. CtepeoTuIiHbie 3Tarbl 3BOJIIOLUH.

HoBopoMmAeHHbINA 0-2 mec. 2-10 mec.



Cpennuii Bo3pacT 3aBepiieHus (a3bl WHBOMIONMMH — 3,5 Troma [26]. HeoOXxommMo OTMETHTH, YTO
HOJKOXHBIE (OPMBI UMEIOT 0o0Jiee MEIJICHHYI0 MHBOJIIOIUIO, YEM IOBEPXHOCTHBIE (KOXkHBIE). OHHU
MOTYT perpeccupoBaTh HE IMOJHOCTHbIO, OCTaBJsisA mociie ceds (puOpO3HO-KUPOBYIO TKaHb. MHorma
KOXKa MOXKET CTaTh ApsiOioi M3-3a MOTEPU AMACTUUECKUX BOJIOKOH WJIM Pa3BUTh MU3MEHEHHS MO THITY

TeJICAHTUAIKTa3HH.

DT 0COOCHHOCTH TEUCHUS T'€MaHTHOM OIIpaBAbIBAIOT ITO3UIIHUIO Ha6J'IIOI[€HI/I$I npu yCJIOBHH, CCIHU

reMaHTHOMa HE COMPOBOXKIACTCS OCI0KHCHHUSIMU.
OCJIOKHEHUS

Hecmorpss Ha cmoHTaHHBIM perpecc, HaOmomatomuiics B 90% cioydasx, HEKOTOpPHIE BUJBI
JIOKadu3aluid  MOTYT TPUBOAUTH K Pa3BUTHIO OCJIOKHEHHUH W TpeOoBaTh MEIUIIMHCKOTO
BMEIIIATEIILCTBA JTUOO0 MOTYT YKa3bIBaTh HA BO3MOXKHOCTh CHCTEMHBIX TIpOsiBIIcHUH [24] (prCyHOK 6 a,
b, ¢).

Pucynok 6. Cxemarnunoe uzoopaxenue I, accounnpoBaHHBIX ¢ BO3MOKHBIMH OCIIOKHEHUSIMHU [27].

5 n Gonee Wl wa xome

v AHATOMBCII YHACTAX)
.b MOFYT GedTh SOCOUMADORIML
€ HAMPACA MEMANTAOM
P pilvint
0
CeruenTapHan Wl kOmes-OCTH. f
- BHICOKMIA PACK MIBAIBNEHUA W npowexHocTU M l
- NOCTORMMLE MIMEHEHAR KOMM ""’“’:wm'“
TN KAK YTOMUSHNE, BhACOK pa::
Corvestapsan Wl s ATPODMA. [yl
- Crafivm BRCORMIA DaCK BeacOmime peacs
oOpaNOaaHIA DyDUOR LRI™E ]
* PHCK BOCOUMALEIN 0D
CTPYR Ty Al AFOAA kit
(wanpsssep. PHACE cwgpou)

1. UI, npusoosuwjue K JOKANbHLIM OCLONCHEHUAM (HEKPO3/U3bs36lleHue/emopuiHoe unguyuposanue/

Kposomeuenue)/ PyHKYUOHATbHBIM PACCMPOUCMBAM



JIoKanbHBIE OCIOKHEHUS SIBIISIFOTCS CAMBIMU YaCThIMM 110 JaHHBIM OJHOI'O U3 KPYIITHBIX I/ICCHGHOBaHI/Iﬁ

[5] u mpoucxoasaT B mponudeparuBuyto dazy [24].

CrnoHTaHHOE M3BA3BICHHUE (C BOBMOXXKHBIM BTOPHYHBIM HH(DHUIIMPOBAHWEM) SBIISETCS CAMBIM YacCThIM
ocnoxxuenuem UI. Yactora BcTpeuaemoctu cocrasisieT 16% [28] u oObuHO BO3HHMKAET B (pa3e pocra/
nponudepanuu (cpeaHuit Bospact 2-4 mecsaua) [29]. U3bsa3BneHue MOXXeT NPUBECTH K KPOBOTEUEHHIO
Y BTOPUYHOMY MH(DUIIMPOBAHUIO, a TaKke K (PyHKIMOHATIBHBIM paccTpoicTBaM. M3bsa3BieHue Bceraa
COMPOBOXKIACTCS BBIPAKEHHBIM OOJIEBHIM CHHAPOMOM. B ToCHenyromemM H3bsI3BICHHBIE yYaCTKH
MOTYT OCTaBJSITh IMocie cebsi pyOroBbie u3MeHeHus. [lomkoxHble (GOpPMBI HE CKIOHHBI K

HU3BA3BICHUIO.

[Ipy moBepXHOCTHBIX M cMemaHHbIX Tunax W[ MoxeT pa3BUTbCS HEKpPO3, KOTOPHIA ObIBaeT
CIIOHTAaHHBIM WJIM CIPOBOLIMPOBAHHBIM JIEYEHUEM (KpUOTeparus, CKJIepoTeparvs, paguoTepanus —
JTAaHHBIEC BUJIBI JICUCHUS B HACTOSAIIEE BPeMs HE SIBISIIOTCS IpUOpUTETHRIMU). Hekpo3 MmanudecTtupyer ¢
TOSIBJIICHUSI YEPHON KOPKH, YCKOPSET MPOIECC MHBOIIONMN M OCTABJISAET MOCie ce0s 3aMEeTHBIN pyoOerl.
IIprunHa CHOHTAHHO BO3HMKAIOIIETO HEKPO3a [0 KOHIIA HE W3BECTHA, HO HEKOTOpPHIE aBTOPHI
MPEANoNaraoT, 4YTo MpH OOJBIIMX TEMAHTMOMaX B CTAAUU NPOIHQPEpALUH MOXKET OTMEYaThCs
HEJ0CTATOYHBIN KPOBOTOK, HEOOXOMUMBIH ISl MUTAHUS OMYXOiH. HekoTopble IUTOKMHBI MOTYT OBITH

3aJIeiCTBOBaHbI, KaKk Hanmpumep, ¢hakrop Hekposa onmyxoiu (TNF).

dakTopaMy pHUCKA PA3BUTHUSL JIOKAIBHBIX OCJIOKHEHHUH SIBISIOTCS OONBIION pa3Mep COCYAMCTOMN
OITYXOJIM, €r0 KOXKHBIE XapaKTEPUCTUKHU U Tomorpadus (€CTeCTBEHHBIC CKIIAIKU, BEPXHsA TyoOa, 1ies)

(pucyHOK 6 a), a TaK)Ke JIOKaJIHM3aIis Ha TPAHHUIIE CO CIU3UCTHIMHU.
L'emaneuomvt ocodwix nokanuzayuii [13]:

e [lanvnebpanvras. OKKIIO3U I71a3a C PUCKOM pa3BUTUA cTpabusma (B 1/3 ciyuaeB), acturmarusma
Wik aMOIMoNuu MopakeHHOro miaza. [locneaHee OCNOXXKHEHUE SIBISETCA CaMbIM TPO3HBIM U
pasBuBaercsi B 43-60% caydasx [30]. BHyTpumopOuTaspHOE W  PETPOOPOUTATBLHOE
pacnpoctpanenne MIT Moryr mpuBeCTH K JOUCIOKAIlMU TIJA3HOTO sI0J0Ka, WHQUIBTpALUN
I71a30/IBUTaTENIbHBIX MBI U K CAABJICHHUIO 3PUTENILHOIO HEpBAa CO BTOPUYHON ero arpoduei. B
peaKHUX ciydasx mnepuopouTampHoe pacnonokenne WMIT moxker coueratses ¢ U pamyxHoM

000JIOYKH.

o Jlabuanvhasa. Yaie Bcero orMevaeTcs: mopaxeHue Bepxuen ryost (70%), a Takxke nepulyKalibHas
nokanu3ainus. V3bsA3BIEeHMs, TOBBIIICHHOE CIIOHOTEUEHHE, PACCTPONCTBO COCAHHS, a TaKXkKe
CTPYKTYpHBIE HApYyIICHHsI CO CTOPOHBI ()OPMUPOBAHHS UYETIOCTH W 3yOOB MOTYT HaOIIOMAThCH,
0coOEHHO TIpu pacmpocTpaHeHHbIX ¢Gopmax [13]. Ilpu nokanuzanuu B 00NMacCTH HUKHEH TyObI
(25%) UI" moxeT MpUBOIUTDH K CHIDKCHHUIO MBIIICYHOMN CHJIBI HMKHEH TyOsl 1 B 30% pa3BHUTHIO S3B
[31], a B 30% ciy4dasix MOXET pa3BUTHCS MOPAKEHUE MOANIOTOYHOIO NpocTpaHcTsa. ITpu Takux
JoKanu3aluusax HeobxomuMm  obOs3arenbHbli  ocmoTp JIOP  Bpaua, a Takke mpoBelneHUE

JOITIOJHUTCIIbHBIX HCCJ'IG,Z[OB&HH?I.

e Hazanvnas. Yrpo3a MNOBpeXIeHHs H JedOpMaluu HIDKEISKAIIMX XPALIEBBIX CTPYKTYp B

pe3yabprare HEeKpo3a, BTOPUYHOE MH(ULIHUPOBAHHUE; OOTypanusi BO3AYXOHOCHBIX MyTe. OTAenbHO



BBIICNIAIOT aHruoMy «CHUpaHO» — TeMaHrMoMa KOH4YWMKa Hoca. JT1o (dopma monkokHas. Ecnm
réeMaHrMoMa CMEIIaHHasl, TO OHa MOXXET OBbITh MPUYMHOM HEKpo3a Xpsiia (KOHYUKA U KPbUIbEB

HOCA), MPUBOJS K HeoOpaTuMou AedopMaliuu.

o Aypuxynapnas. 3aKpbITUE HApY>KHOTO CIYyXOBOIO IPOXOAA, HEKPO3 XpsLIEH YIIHONH pPaKOBHHBI,

BTOPUYHOE UH(UIIMPOBaHUE, AePopMalus YIIIHON PAKOBUHBI, OTEPS CIIyXa.

e Oxonoywnas obracms. KIMHUYECKU TpeACTaBiIeHAa YHWJIATEPalbHBIM IOPAXKEHHUEM B BHUJIEC
HEOOJIBIION OITyXO0JIEBOM MAacChl IPU POKJIEHUH, KOTOPast OY€Hb OBICTPO YBEJIMUYMBAETCS B pa3Mepe.
Onyxonp (QIrOKTyupyroias, noBuxHas, 6ez0one3nenHas. OHa pacronaraercs BHYTpPH Kelle3bl, He
BBIXOJIS 32 MPEAeIbl KallCyabl M HE 3aTparuBasi HA TOJUICKAIUE TKAHU, HU KOXKY. JTa JTOKATU3aIUs
MOXET MPUBOJIUTH K MOPAKEHHIO JIMLIEBOTO HepBa. VIHBOMIOLMS HaYUWHAETCS MOPKE, YeM OOBIYHO, C

BO3pacTa 18 MecsleB ¢ MOJHBIM UCU€3HOBEHUEM K 6—8 rofam.

o [lepuneanvuas. Tlopaxxenue 3Toil oOMacTu BCTpeuyaeTcs peako, meHee yem B 10% cmydasx, HO
XapaKTepu3yeTcsi OYeHb BBICOKUM PHUCKOM Pa3BUTHS HEKPO3a, M3BS3BICHUA U CynepuHQEKIUU.
N3bsa3Bnenne ormeuaercs B 80% cimydaeB nipu goctikenuu UIN 6onee 5 cM2 u nmumb B 10%, eciu
TIOIAAh TTOPAXEHHUS He TpeBbimaeT 2 cm2. KnnHnuecku oHu MOTYT OBITh TPEICTABICHBI IByMS
OCHOBHBIMH (pOpMaMu: B BHJIE OIYXOJH, YETKO OrpaHUYEHHbIC, JINOO MOBEPXHOCTHBIE, HO
pacnpoctpaHeHHble. Kpome Toro, naHHas JIOKajau3alus MOXKET COINPOBOXKAATHCS Pa3IuYHBIMU
Masb(hopMalusIMH (AHOTEHUTAIBHBIMU, YPOJIOTHYECKUMHU, KOKHBIMU), BKITIOYAsi OTCYTCTBUE MaJIbIX
MOJIOBBIX TYO, aTpoduio OONBIIUX MOJIOBBIX TyO, aTpe3vio aHyca, HaJu4yhe JUIOM. AHOMAaluu
pa3BUTHUSL OPraHOB MPOMEKHOCTH MOXKET COMPOBOXKIATHCS HAPYLICHUSAMU MHUKIUHU U JedeKaluu.
JlaHHple aHOMaJ MM MOTYT TOTPEOOBATH XUPYPrUYECKOM KOPPEKIUU TMOCie KyHUpOBaHUS

HpOSIBJ'IeHI/II\/’I T'€MaHI'MOMBI.

o Caxpanvras. MOXeT COYETaTbCAd C WHTPACIHHAIBHBIM PACIpPOCTPAHEHUEM, YTO MPOSBIAETCS
CHIKEHUEM MBIIIEYHON CUJIBI B HOT'aX, BE3UKO-YPUHAPHBIMHU PACCTPOMCTBAMMU, a TAKXKE OTMEYACTCsI

gacTas acconmanus co spina bifida.

o Okonocockosas obnacmes. WUI' ¢ nokanuzamuein B 00JaCTH MOJOYHOM JKENe3bl, MPUBOAUT K

HAPYIUICHUIO Pa3BUTHSI MOJIOYHBIX JKEJIe3, ACHMMETPUU TPYIHON KIETKH U MOJIOYHBIX JKEJIe3.
e Obnacmo cmonvl/kucmu. HapylieHne NoXOAKH/HapYyILLIEHUSI B XBaTaTE€IbHBIX JBUKECHUSIX PYK.
2. AT, conposoorcoalowuecs Hapyuienuem UManbHulX yHKYull
OTH OCIOKHEHUS PEKU, HO O HUX HAJI0 0053aTeIbHO TOMHUTH!

o Pecrniuparopusiii auctpecc cunapom (PIC). Moxer HaOmronaThCsl MpU JOKAIU3AIUN COCYIUCTON
OMyXOJU B 00JIACTU BEPXHUX JbIXaTEIbHBIX MyTEeH, B YACTHOCTU B MOAIIOTOYHOM MPOCTPAHCTBE.
Takyro nokanu3anuio HEOOXOAMMO HCKIIOYATh MPH HAIUYUM TEMAaHTMOMBI B HIECHHO-TUIEBOMN
obOmactu (mepeaHsisi MOBEPXHOCTh IIEH, HIDKHsS TyOa, MoAOOpoaoK), B oOmacTu cerMeHTta S3.

OcnoxnHenue Habmonaercs B 1/3 cimydaes [32,33].



o Cepoeunas neoocmamourocms. MOXET pa3BUThCS MPH AKCTEHCUBHBIX dopmax U, a Taxke mpu
MOpaXKEHUU Te4eHU. BoBieueHHe B MAaTOJIOTMYECKUM NpoLecC IE€YEeHM MOXKET ObITh  Kak
M30JIMPOBAaHHBIM, TaK M COYETaThCA ¢ mopaxkeHueM koxu [34]. Bece atu dpopmsr UI' ycunusaror

oOpaTHbIN BEHO3HBII BO3BpAT KPOBHU, YBEIMUNBAs MPEAHATPY3KY HA MPaBbIE OTACIbI Ceplia.

o JKenyoouno-kuuieunoe kposomeueHue. B penkux ciaydasx MacCCHUBHOE JKEIYIOYHO-KUIIEUHOE
KPOBOTEUECHHE MOXKET OCIOKHUTH TeueHue Ul mpu ee mokanusanuuy Ha CIU3UCTBIX JKEIIYIO0YHO-

KHUIIIEYHOTO TpakTa [35].
3. UI'; conposodcoarowuecs: cmpykmypHoLMU U 8UCYEPATIbHBIMU AHOMATIUAMU.

CTpyKTypHbIE M BHCLEPAJIbHbIE aHOMAJIMHU BCTPEUAIOTCS, IPU TaK Ha3blBaeMbIX, cermMeHTapHbix UI
KOTOpbIE TPEOyIOT 0COOOro BHUMAHUS, TaK KaK MPEACTABISIIOT COOONW HE TOJBKO 3ICTETHUYECKYIO
npoOsieMy, HO U1 MOTYT CKPBIBAaTh TpyOble (PyHKIIMOHATIBHBIE U3MEHEHHS CO CTOPOHBI IPYTUX OPraHoOB

1 CUCTEM.

I[Ba OOIBIINX CHUHApPpOMA, HCAABHO OIIMCAHHBIX, ACCOOMHUPOBAHLI C PA3JIMYHBIMH BUCHCPAJIbHBIMU

anomanusmu (Tabmuia 3).

Tabnuua 3. CuHAPOMBI, aCCOLMUPOBAHHBIE C CETMEHTAPHBIMU F'€MaHTMIOMaMU

LUMBAR: Lower Body hemangioma, Urogenital anomalies, Ulceration, Myelopathy,
CuHapoM Bony deformities, Anorectal malformations, Arterial anomalies, and Renal anomalies/
LUMBAR/PELVIS/SACRAL PELVIS: Perineal angioma, External genital malformation, Lipomyelomeningocel,
Vesicorenal abnormalities, Imperforate anus, Skin tag/SACRAL: Spinal dysraphism,
Anogenital, Cutaneous, Renal and urologic malformation, Angioma Lombosacral

Cunapom PHACE/PHACES Posterior fosse abnormalities, Hemangioma, Arteries anomalies, Coarctation aortic, Eyes
troubles/Sternal malformations

Cunmpomer LUMBAR/PELVIS/SACRAL accomuupyeTcss HaJIWAYUeM OTPOMHOM T'€MaHTHOMBI
NOSICHUYHO W/MJIM KPECTLOBOW, W/WIM NMEpPUHEANbHOU O0NACTU C aHO-T€HUTO-BE3UKO-PEHAJIBbHBIMU U

CIIMHAJIbHBIMU aHOMaIusIMu [36].

e Cunmpom PHACE/PHACES  accommmpyercss C  THTaHTCKOM  T€MaHTMOMOW  JIWIIA,
HEBPOJIOTUYECKUMHU, KapJAHUOBACKYIISIPHBIMU U OKYJIApHbIMHU aHOoManusamu [4] (Pucynok 7). Hactora
BCTpedyaeMocTu cocTaBiisieT 2,3% oT Bcex remManruoM U 20% OT reMaHruoM, JTOKAJIM30BAHHBIX B
o0JlacTH JUIa cO 3HAYUMBIM TpeobnananueM naeBouek (9:1). B aureparype ommcano okosno 300

ciny4aes [37].

PucyHok 7. OCHOBHBIE JTIOKYChI IOpaXXeHUs BHYTpeHHUX opraHoB u cucteM npu PHACE cunapoma



Manshopmauma 3anHeR
YyepenHon AMEK. Hanpumep,
aHomanua denaw-Yoxepa,
FHNONA3IMA MO3HEYKS

AHOMANKA rA3HOro ABNoKa,

Hanpumep, cocyamMcTeie
AHOMANHH, THNONAGIHA

IPUTENLHOND HEpBa

AHOMANHM ADTEDHANBHBIX

CermeHTapHas cocypos. Hanpumep,
annava, AMCNAAIKA,

walle Bcend ohnac AHEBPHEMBI COCYA0E

WHBAHTUABHAA FEMAHTMOMA,

TR T FONOBHOM MO W WeH

HoapHTauWa aopTe

AHOMINMH CEROLE.

CynpaymEHKansHee Hanpumep, aedext

AederTol Genoi NHHHKA MENKEN YOO KOBOR,

HHBOTA MEHNPEACE POHOA
NeperopoaoK

Onpez[eneHHHe KIIMHUYCCKHC ITPOABJICHUA OTHOCAT K OOJIBIITM HIJIH MaJIBIM KpUTCpUsAM 3a00JIeBaHUs

(cm. Tlpunoxenme b, Tabmuma 5) [38]. WX COBOKYMHOCTH TMO3BOJSET YCTAaHOBHUTH JHUArHO3
PHACE/PHACES cunapom (tabnwuma 6) [38].

Ta6nuua 6. Kpurepun nuarnoza PHACE cunnpowma [38]

«OueBuaHbIN>» PHACE

FemaHrmoma ronosbl FeMaHrMoMmbl LWewn, BepxHer 4yacTu TynoBuLLa
6onee 5 cM B AnameTpe + MW TynoBULL@ W MPOKCMMasbHbIX OTAEN0B
1 6onbwon nnn 2 Manbix BEPXHUX  KOHe4yHocTel + 2  6onblumx
KpuTepus KpuTepus

«B03MOXHbIN>» PHACE

emaHrnoma ronoBbl [eMaHrMoMbl Wewn, BEpXHEen 4acTu TynoBuMLa Uan OTCcyTCTBME remMaHrmombl + pABa 601bLIKX
6onee 5 cm B anameTpe + TYNOBMLL@ W MPOKCUMANbHbIX OTAEN0B BEPXHUX KpuTepus.
1 mManbin KpuTEpPUI KOHe4yHocTen + 1 6onbwon wnm 2  ManbiX

KpuTepus

4. UT, conpososicoarouuecs 6UCYEPATbHbIMU NOPANCEHUSIMU.
Coueranne I ¢ BUCIIEpAIbHBIM TTOPAKEHUEM BO3MOXKHO B TPEX CIIyJasiX:
e TIPU HAJIMYUU MHOXKECTBEHHBIX TeMaHTHOM (Oosee 5)

o mpu Hannuuu Ul ¢ nokanuzamueit B 001acTv MpOMEKHOCTH



o npu Hamuuuu M1 ¢ nokanuzamnueit B cakpabHON 001acTH

HaunbGonee yacTeiM BHCLIEpaIbHBIM OpPraHOM, KOTOPBIM BOBJEKAETCS B IMATOJOTMYECKHUH IMpoliecc,

ABJIACTCA IICUYCHB. HopameHHe IICYCHHU HGO6XOI[I/IMO HNCKJIIOYAThb IIpHu:
e HaJIMYMeE Oosee 5 TeMaHTHOM Ha KOXKE MIIU
e IIpK JUCCCMHHHUPOBAHHOM, MUJIIMAPHOM I'CMAaHI'MOMATO3¢C

OOpazoBanust B mneyeHu npu WD mpencrabinenbl nub0 MyabTHQOKaNIbHBIMUA (hopMaMH, JHOO
muddysHoi [34].

OHU MOTYT COINpPOBOXAATHCA HE TOJBKO CEPAEUHO-COCYIUCTOW HEJOCTAaTOUYHOCTHIO (CM. BBIIIE) U
a0JIOMMHAJIBHBIM KOMIApTMEHT-CUHAPOMOM, KOTOpBIE Halle BcTpeudaerca npu aud@ys3Hbix dopmax
[39], HO m  THKENmOW TPUOOPETEHHON THUMO(PYHKIMEH IUTOBUIHOM JKEJIEe3bl, CBA3AHHOU C
MOBBIIIIEHHOHN aKTUBHOCTHIO HONTUPOHUH JeioauHa3bl 3 Tumna (hepMeHT, pa3pyaroniini THPOKCHUH) 1/
i cekpeuneit TTI-nmomobnoro ¢akropa-tuporponuna (TSH-like factor) [40]. T['unmortupeos
HaOmromaercss Bcerma npu auddy3apix Gopmax m B 21,4% ciydasx mnpu MyabTH(GOKATBHOM
nopaxkenuu [39]. TwunodyHKUMS IIUTOBUIHOM 3Kele3bl perpeccupyeT NapaieIbHO WHBOJIOLUU
reMaHruom B nieuenu [41]. Berpeuaercs taxoke coueranue U™ neuenu ¢ Tsxenoil TpoMOOLUTONIEHUEH,
KOTOpasi TaKKe pa3pelraeTcsl mapayuiebHO PErpeccuy reMaHruoM. VHBOMIOLMS reMaHTHOM MeYeHU

MPOUCXOJUT MapAIICIbHO MHBOJIOIMYA FT€MaHTOM Ha KOXKeE.
V. Ocmamounvie nposienenus Ul

B cBoem ucxone UI' B 55-65% ciydasx MOryT NPHUBECTH K 3HAYMMBIM JIOKAJIBHBIM HM3MEHEHUSIM

MSTKUX TKaHeu [26,42]:

teneanrudkTasznm (84,3%)

¢ubpo3HO-xKUpoBbIE N3MeHeHus (47,1%)

arpodus koxu (32,6%)

pyOILIOBbIC U3MEHEHUS

Yame Bcero BTOpHYHBIE pyOILOBbIE H3MEHEHHUs HaONMO#aloTCca Mpu cMemaHHbiXx (opmax UL
dakTopaMu pUCKa Takxke sABisgeTcss o0beM noepxHocTHor yactu UI' (UI' nuua pasmepamu Gomee 2
cM aubo Oonmee 1 cm y mammenta B Bo3pacTe a0 3-x MecsieB; UIT BomocucToil 4acTd roioBbI
pasMepamu 6osee 2 cM) [27] m XapakTepucTUKH ee penbeda (Oyrpucras MOBEPXHOCTH IO THUILY

«OyIBDKHOM MOCTOBOMY) [24,26], a Taxke jokanuzanus (U nuia ¢ nokanuzanuen B o01acTy HOca U
ry0).



2. JIlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Huaenos Ul 6 Oonvwuncmee ciayuasx ne mpebdyem OONOIHUMETbHbIX MEMOo008 UCCIe008aHUs, d
VCMAHABIUBACMCS NPEUMYUICMBEHHO HA OAHHbIX AHAMHE3d U KAUHUYECKUX XAPAKMEPUCMUKAX
onyxonu [43]. Hononnumenvrole memoowvt ucciedosanus (KT/MPT u 0p.), eknouas ocmomp y3Kumu
cneyuanucmamu (8pay — Kapouonoe, 8pay-omopuHOLAPUH20I02, 8PAY-0PMAIbMON02, 8PAYU-HEe8POIL0,

8pau-0emcKull xupype), Heooxooumvl npu NOOO3PEHUU!

- Ha B06IeUeHUe 8 NAMONIO2UYEeCKULL NPOYeCcC HYMPEHHUX OP2AHO8,
- Ha cOaseHue HCUSHEHHO BANCHBIX OP2AHO8;

- npu ceemenmaphvix popmax Ul

B comnumenvubix cayuasx O0ns NOOMEEPHCOeHUs OUasHO3d NOKA3aHa Ouoncus o00pazoeaHus ¢
0053aMeNbHLIM UMMYHOUCTOXUMUYECKUM Uccaedo8anuem, komopwvie noszsoasiom 6 100% cnyuasx

docmoeepro ycmanosums ouacnos [43].



2.1 /Kaa100bI 1 aHAMHE3

e V¥ Bcex manueHToB ¢ nogo3peHueM Ha U pekomenayercst cOop kanod u anamuesa [27].
YpoBenb yoeaurteabHocTu pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10Ka3aTeIbCTB — 5)

KommenTapuu: npu ycmawnosnenuu ouacnoza Ul 0OHUM U3 BAJCHBIX COCMABIAIOWUX ABAAEMCS
anamues 3abonesanus u xapaxmep xanob. Ilpu coope anamuesa HeobXoo0umo obpamumes 8HUMAHUE
Ha 0cobeHHOoCmU medeHus OepeMeHHOCMU U POo008, YCMAHOBUMb 6peMsl NOAGILEHUS COCYOUCHO20
obpazosanus u ckopocmo e2o pocma. Obpamums GHUMAHUE HA HATUYUE IHCALOD, VKAZLIBAIOWUX HA
bonb, becnokolcmeo pebenka, QYHKYUOHAIbHbIE PACCMPOLUCMEa (HapyuleHue ObIXauus, mpyoHoCmu

npu ecKapmiueanuu, HeepojiocuvecKue OmKJZOHeHM}Z).



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

e VYV BcexX MalMEeHTOB C Tojo3peHreM Ha VI pexoMeHayeTcsi mpoBecTH OOImMA (PU3MKAIBHBIN

ocMoTtp [27].
YpoBennb yoenureabHOcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: npu ocmompe nayuenma HeoOX00uMO Oamb YemKoe ONUCAHUE Xapakmepd
coOCyoucmoz2o oopazoeanus, a makaice nPosecmu NOJIHbIIL KIUHUYECKUL OCMOmMpP pebenKa, OYeHUs 8ce

OpeaHbl U CUCEMbL.
IIpu onucanuu cocyoucmozo 06paz08anus yuumvléaion ciedyroujue napamempobl;
o pasmep

e ysem

o NJIOMHOCMb

e Oo0nb

o YemKOCMb Kpaes U CNASIHHOCHb C OKPYHCAIOWUMU MKAHAMU

o HaNUYUe 0CNAIUMENbHO20 KOMNOHEHMA

o onpeoenerue 10KATbHOU MmeMnepamypol

Ocoboe  enumanue  HA0O  yoelumsv  KoOauwecmey  o0Opa3o6anuti,  ux  JOKAIU3Ayuu U
pacnpocmpaHenHoOCmu: HeKomopbvle JOKAIU3ayuu U Xapakmep pacnpoCmpaHeHHOCMU mpeoyiom

OONONHUMENbHBIX IAOOPAMOPHBIX U UHCIMPYMEHMANbHBIX MEMO0008 00C1e008AHUS.

Buvisisnenue xaxoui-mubo namonocuu npu 06LL;€KJZMHM'-£€CKOM ocmompe OopedrHoe U cucmem, mpe6yem
OONOIHUMENbHOU KOHCYynemayuu y3Kux cneyuaiucnios, a maxofce npoeeéeHu}z OONOJIHUMENbHBIX

UHCMPYMEHMANbHBIX Memo008 00C1e008aAHUSL.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

e [Tanuentam c nogo3penueM Ha MI' u ¢ quarnoctupoBannoit UI' 10 Havama METpOHOMHOM Tepanuu
Y TIOCJIE €€ 3aBEPIICHUS PEKOMEHYeTCsl BBITTOJIHEHUE 00111ero (KIIMHUYECKOT0) aHaIu3a KPOBH ISt

OLIEHKH OOIIEero COCTOSIHHUS NallMeHTa M BO3MOYKHOCTHU TNPOBEAEHHUS JIEKAPCTBEHHOI'O JICUEHUS
[44,45].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e [lanmentam ¢ UI' ¢ mopaxkeHreM NeuyeHN peKOMEH/1yeTcsl BBHIIIOJHEHHE OMOXMMUYECKOTO aHalln3a
KpOBU oOlIeTepaneBTuueckuil ¢ onpenenenuem ciuenyronmx napamerpon: AJIT, ACT, kpeatunun
(1 pa3 B mecsI), UcClieJOBaHUE YPOBHSI Kalvs B KPOBH (2 pa3a B MECSI) A OLEHKU OOIIETro

COCTOSIHMS TTALIUEHTAa U BOBMOKHOCTH ITPOBEACHUS JIEKapCTBEHHOTO JieueHus [44,45].
YpoBennb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e [lanmentam ¢ UI' nepen Hauanom Tepanuu MporpaHoIIOIOM B JeKapCTBEHHOW (popme «pacTBOp s
npuema BHYTph (PP) pexomenayercsi BbIlogHEHHME OHWOXMMHMYECKOTO aHalM3a KpOBHU
oO11eTepaneBTUYECKuil ¢ onpeneneHueM cienytommx napamerpon: AJIT, ACT, o6mmit Ounupyoun/
npsaMON OWIMPYOMH JUIsl OIEHKH OOINEro COCTOSHHUS TMallMeHTa U BO3MOXKHOCTH TPOBEIACHUS

JeKapcTBeHHOTO JieueHus [44,46,47].
YpoBenb yoeaureabHocTu pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB — 5)

o [lanmenTtam ¢ MI' ¢ HM3KOM Maccoil Tena, HETOHOIEHHOCTBIO, TPYIHOCTSMH CO BCKapMJIMBAHUEM,
C SMU30JaMHU TUIONIMKEMUH B aHaMHe3e Tmepen HayaioM Ttepanuu PP, a Takke mnarueHtawm,
MOJIYJalOMUM ~ KOMOMHHPOBAHHYIO TEpamuio #upemHu3oiloHoM™** u PP pexomeHayeTcs

MCCIIeI0OBaHUE YPOBHS TITHOKO3bI HaTomak [48,49].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

e [lauentam ¢ mynabTUQOKANIBHBIM/IU(DPY3HBIM Temanruomarozom nedeHu win ¢ PHACE
CUHPOMOM peKOMeH/yeTcsl hccieoBanne ypoBHs TupeorponHoro ropmona (TTID), cBobogHOTO
tpuitontuponnta (CT3) u cBobogHoro tupokcuna (CT4) B kpoBH ISl BBISIBICHHS TUCHYHKIIMH

HIATOBUAHOM xene3nl [37,50].
YpoBeHb yoeauTeIbHOCTH pekoMeHaanuil B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 3)

i HaHI/IeHTaM C MMOJO3pPCHHUECM Ha HI' ¢ HOKaHHBaHHeﬁ Ha CIIM3UCTBIX KCITYAOYHO-KHUIIICYHOTO TpPpAaKTa
PEKOMEHAYETCH NCCICA0OBAHNEC Kajla Ha CKPBITYIO KPOBb JJIsI UCKIKOYCHUA JIATCHTHOI'O JKCJIYyaI0YHO-

KHILIEYHOTO KpoBoTeuenus [35,51-53].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

o [larmentam ¢ cungpomom LUMBAR/PELVIS/SACRAL pexoMeHayeTcsi BBITIOJHEHHE OOIIETO
(KJIMHUYECKOTO) aHalii3a MOYM C IIeJIbI0 YTOYHEHHS BOBJICYEHHS] MOYEBBIBOISIICH CHCTEMBI B

naroyioruueckuit mpouecc [27,54].



YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e [lauentam ¢ UI' ¢ u3BA3BICHUSMU PEeKOMEHAYeTCsl BBIIIOJHEHHE MHUKPOOUOIOTUYECKOTO
(KynbTypallbHOTO) MCCJIEIOBAaHUS PAHEBOTO OTIEISEMOr0 Ha ad’poOHble W  (PaKyIbTaTUBHO-

aHa’pOOHBIE MHUKPOOPraHU3MbI Ui 1OA0Opa PENEBAHTHOW aHTUOAKTEPUAIBHOW Tepanuu
[27,29,55].

YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

Huempymenmanvnvie uccneoosanus, makue kax Y3U/Y3 JII, MPT ¢ koumpacmuvim ycunenuem (KY)/
KT ¢ KV nopasicennoti obnacmu s615:0mcst OONOIHUMENIbHbIMU U NPUMEHSAIOMCS OJIs1 NOOMBEPHCOECHUS
0UacHO3a Ul BLICMYNAIOM 8 Kauecmee 0000C1e008aHUs NPU OCTONCHEHHBIX (POPMAX, 8 YACMHOCMIUL,
CONPOBOANCOAIOUIUXCS HAPYUEHUEeM BUMATbHBIX (QYHKYUll, cemaneuomamose unu Ul conpsoicennvix ¢

B03MONCHBIMU CIPYKMYPHLIMU U BUCYEPATbHBIMU AHOMATUAMU (CecMeHmapHbvle opmbl).

e [lTanmentam c¢ WI' pexomenayercsi ynbrpasBykoBoe wuccienoBanue (Y3U) B crenyromux

CUTyalusiaX:

e nipu (poxanbHOK Gopme NI mOAKOKHOTO THUTA — YIABTPAa3BYKOBOE HMCCIIECOBAHHE MSITKUX TKAHEH

(omHa anaTomMHuueckas 30Ha) [56,57];
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

e mpu PHACE cunapomMe — yabpTpa3ByKOBOE HCCIIEOBAHUE UIIUTOBUIHOM  JKEIe3bl U
MapalMUTOBUIHBIX kene3 [37,58—60];

YpoBeHnsb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 4)

e IIPU HAJWYUU MHOXXCCTBCHHBIX T€MAaHTHOM Ha Koxke (5 1 0Ooiiee) — ylnbTpa3ByKOBOE HCCIICIOBAHHE
neyenu [61,62];

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuil B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 3)

e IIpH ,Z[I/ICCeMI/IHI/IPOBaHHOM/MI/IJ'H/IapHOM IFEMAaHI'MoOMaTo3¢ — YJIbTPA3BYKOBOC HCCICOAOBAHUC TICUCHU
[63,64];

YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

o npu LUMBAR/PELVIS/SACRAL cunapome — ynbsTpa3ByKOBO€ UCCIIEIOBAHUE OPraHOB OPIOIIHOM
MOJIOCTH (KOMILUIEKCHOE), YJIBTPA3BYKOBOE HCCIIEIOBAHUE OPraHOB MaJIOTO Ta3za (KOMIIJIEKCHOE)
[27,54,65].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e [lanmentam ¢ UI" pexoMeHnayeTcs peructpanus MEKTPOKAPAUOTrPAMMBI 10 HA3HAYEHUS TEparnuu

PP, a Taxxe mocne JOCTHMKEHUS TepanmeBTUYECKOW 103kl M B xofe jeuenus PP (1 pa3 B mecsi)
[49,66,67].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

o [laruentam ¢ UIT pexomeHnayeTcsi BBIIOJHEHHE J3XOKapauorpadguu m0 Ha3HaueHUs Oera-

aﬂpeH06JIOKaTOpOB, a4 TaKXKC B TIIpoHeccc TCpalunuunu 1 pas B 3 MEcCia, O HCKIIFOUYCHUA



OPraHMYECKOW TATOJIOTHH CepAlla W ONPECTICHHUS COKPAaTUTENbHOW (QYHKIIMHM MHOKapaa
[13,27,37,67-70].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

e [lamentam ¢ PHACE cunapomMoMm pexomeHayeTcsi BBINOJTHEHHE MPULIEIBbHON peHTreHorpaduu
OpPTraHOB T'PYIHOM KJIETKH C LIEJIbI0 UCKIIIOUEHUSI CPEIUHHBIX aHOMAJIU TPyIHOM KIETKH (Ie(eKTh
rpyaussl) [37,38,67].

YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

o [lartuentam ¢ WIT pexomMeHayeTcsi BBHITIOJHEHHWE MAarHUTHO-PE30HAHCHOW ToMorpaduu ¢
koHTpacTHbIM ycwieHueM (MPT c¢ KVY) wnmm xomnbeiorepHoil TOMOrpaduu € KOHTPACTHBIM

ycunenneM (KT ¢ KY) nopaxkennoro ygactka B cienyronmx curyauusx [71-73]:

e nipu ¢okaapHOW (opme MI MOAKONKHOTO THNA B COMHHUTEIBHON KIMHUYECKOH cuUTyanuu (HE

nonrsepxkaennon Y3WU/Y3 ') nist Bepudukauu quarsosa [61,71];

o 1ipu pokanbHO popme UI" moakokHOTO THMA TIPH JIOKATH3AINH B 00JaCTH MIATKUX TKaHEH JuIa u
LIEW C LEJBI0 ONpPEACIICHUSI CTENEHN BO3MOXKHOTO PaCIpOCTPAHEHHMs! IMATOJIOTMYECKOTO Mpolecca
BIIyOb MATKMX TKaHEW IIEH/CPEOCTEHUSI M COOTBETCTBEHHO BO3MOXHOTO CY>KEHHUS/00Typaruu

BEPXHUX JIbIXaTeNbHBIX IyTeH [61,71];

e mipu (pokanpHOM (hopme MU' «0ocoOBIX» JOKanM3aluii, a UMEHHO TajbleOpaabHOM, JTabHaIbHOM,
HA3JIbHOW, AypPUKYJISIPHOW, OKOJIOYITHOW, NMEPUHEAIBHOW, CAKPAIBbHOW C ILEJIBIO OIMPEICIICHUS

o0iacTu pacpocTpaHeHus 00pa3oBaHus U ITyOuHsI [13];
e Tpu cermeHTapHbIxX ¢popmax UL [61,71];
e Tipu MyJbTHGOKATBHON U T Y3HBIX (popMax mopakeHus nedeHu [63];

e IIPU HAIMYUHA OOBEMHBIX THTAHTCKUX 00pa30BaHWI/0YaroB BUCIEPATBHOTO TOPAKECHHS 4epe3 6
MeCSIIeB OT Havayia Tepanmuu OeTa-aJpeHoO0KaTopoM, depe3 12 MecsieB — Mpu HE0OXOIMMOCTH
[27];

e TALMEHTaM, MMOIYYaOIIMM METPOHOMHYIO TEPAMUIO — Uyepe3 2-3 Kypca METPOHOMHOM Teparuu AJis
ornpeneneHus d3PPEKTUBHOCTU TaHHOW Tepanuy U MPUHITUS PEUICHUS] O BO3SMOXXHOCTH €€ OTMEHBI.
Ecnu Tepamnuio pemeHo MpoAoKUTh B CBSI3U C HENOCTATOYHBIM COKpAILlEHHEM O0bEeMa OITyXOJIH,
IIOBTOPHAs BHU3yalau3alys IPOBOAUTCSA IIOCIE NPOBEACHMS [BYX IOIOJIHUTEIBHBIX KypcoB MT
[74,75]

Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

e [laruenTtam ¢ cunapomanbHbiME hopmamu VI pexomenayercs Beimonnenue MPT ¢ KY w/umm KT
c KV [76]:

o 1ipu PHACE cunnpome [76] (cm. Tabnumna 4; pazmen 7.3);



o nipu curapome LUMBAR/PELVIS/SACRAL [6,76]: opransl OproniHOW MOJIOCTH/MAJIOTO Tasa/

CIIMHHOTO MO3Ta
YpoBenb yoeauTeabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e [Tanmentam ¢ UI' ¢ PHACE cunapomom, ¢ mOI03pEHNEM HA BOBJICUEHUE 3aJHEW YEPETHOM SIMKHU
win gapyrux aHomanuii [[HC pexomenayercsi BBINMOTHEHHE KOMIBIOTEPHO-TOMOTrpapUUeCcKon

aHruorpaduu cocyoB ro1oBHOTo mMo3ra [77,78]
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

e [Tanmentam ¢ UI' ¢ PHACE cunapoMoM, ¢ Mogo3peHUEM Ha aHOMAJIMM CEpJCYHO-COCYIUCTOMN

CUCTEMBbI PEKOMEHAYeTCsl BHIIIOJHEHUE KOMITbIOTEPHO-TOMOTrpaduyeckoit anruorpaduu aoptsl [79]
YpoBenb yoenuTeabHOCTH pekoMeHaaunii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

e [lanmentam ¢ UI' ¢ PHACE cunapomoM pexomeHayeTcsi BBIIOJIHEHHUE 3JIEKTPO3HIIepatorpapuu

JUTSl YTOUYHEHUS/UCKITIOUEHHUST HEBPOJIOTUUECKUX OcioxHeHu# [38,78].
Yposennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

e [Tanmentam ¢ UI' mpu mogo3peHHM Ha Cy)KEHHE BEPXHHX JIBIXATEIbHBIX ITyTEU PEKOMEHAYeTCs

JApUHTOCKOMHUS Moj oO1en anectezueit [76,80,81].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

° HaHI/IeHTaM c Ur IIprU IMOAO3PCHUHN Ha XKCIYAOUHO-KHIICYHOC KPOBOTCUCHHEC PEKOMEHAYECTCH

¢dubporacTpoayoeHOCKOMUA 1Mo o01eit anecresueit [27,82].

YpoBenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° HaHI/IeHTaM C IMOAJO3pPCHUECM Ha HI' B UCKIHOUNUTEIIHLHBIX ClIydasax Ipu HECBO3MOKXHOCTU IMOCTAHOBKU
Jyuardso3da Ha OCHOBAaHMM KIMHHUYCCKUX W HHCTPYMCHTAJIBHBIX JaHHBIX PEKOMECHIOBAHDbI
BBIIIOJITHEHUE OHOIICUHU O6paBOBaHI/IH, IaToJIOro-aHaTOMHMYCCKOIro HMCCJICAOBAaHUA OMOIICHITHOTO
(OHepaIII/IOHHOFO) Marepuajia, B TOM 4YHCJIC C NMPUMCHCHUEM HMMYHOTMCTOXMMUYCCKUX METOIOB

IU1st Bepudukanuu nuarnosa [27,83].
YpoBenb yoeauTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

e [lanuenTtam ¢ UI' npu nannuuu PHACE cunapoma, ipu Bucuepanbubix popmax UI' ¢ nopaxkenuem
MEYEeHU (IS MCKIIOUEHUS CEpJCYHOM HETOCTAaTOYHOCTH), a TaKXKe BO BCEX CIydasx IMepen
Ha3HAYeHUEM OeTa-apeHOOIOKaTOPOB (71 MCKIIIOYEHUS! MPOTUBOIMOKA3aHUM K WX HAa3HAYCHUIO)

PeKOMeHAyeTCsl KOHCYIbTalus Bpada-kapauomora [13,27].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB — 5)

e [lanmentam ¢ UI' npu nokanuzanuu B o0nacT OpOUTHI PeKOMEHYeTCsl KOHCYJbTallksl Bpada-

odTampMosora, BEITIOTHEHUE o TambMockomu [13,27].
YpoBensb yoeautenbHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

e [larmentam ¢ UI' mpu nokanm3anuu B 00JacTH TEpenHEN MOBEPXHOCTU IIEH, HUKHEH TyOBbl,

noJ00po/IKa peKoMeHyeTcsl KOHCYIIbTAIlMsI Bpaua-0ToOpuHoIapuHroora [76].
YpoBensb yoeauteabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

e [latmentam c¢ WD mpu cermeHTapHbIX (opMax, a TakXKe MpPU HAIMYUU HEBPOJIOTUYECKOU

CUMIITOMAaTUKH PeKOMEHAYyeTCsl KOHCYJIbTalus Bpada-HeBpouiora [13,27].
YpoBenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e [laruentam ¢ UI' ¢ cunapomom LUMBAR/PELVIS/SACRAL pexomeHnayeTcsi KOHCYJIbTAIUs
Bpada-ypoJjiora u (y KCHIIMH) Bpada-akyliepa-ruaexosora [13,27].

Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

e [Tanmentam ¢ UI" mpu pa3BUTHM BTOPUYHOTO TUIOTHPEO3a, a Takxke Bcem nanuentam ¢ PHACE

CHUHAPOMOM PeKOMeHAyeTcsl KOHCYJbTalis Bpaya-3H10KkpuHoiora [13,27].

YpoBeHb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 JlekapcTBeHHOE JIeHeHH e

o [lanmentam ¢ I pexomenayercss Hayaiao JIEKAPCTBEHHOW TEpaluy B CIEAYIOIIHUX CUTYyalUsAX
[12,13,27,84]:

- 1T, conpoBoxaaroiyecs/yrpoxxacMble HapyIIeHUEM BUTAIbHBIX (QYHKIIHIM:

e I moarmoTouHo# JOKaJInu3alun

NI rurantckux pazmepos/UI" neuenu (pUck cepeuHOM HEIOCTATOUHOCTH )

NT" THC (puck xommpeccun)

NI >xenynod4HO-KUIIEUHOTO TpaKTa (PUCK KPOBOTEUEHUH),

CEerMEHTapHbIE (POPMBI

- WI, compoBoxaaromuecs/yrpoxaemMble pUCKOM (YHKIHOHATBHBIX HApYLICHUNH/KOCMETHYECKUX

nedexTos:

NI opOuts! miin Beka (pUCK aMOJIMOIUN)

NT" cnyxoBoro npoxoja (CHUKEHHUE CIyXa)

NI ryOb1

UI Hoca

NI nepuneanbHoO# 001acTu BOIM3U €CTECTBEHHBIX OTBEPCTHI;

- WI, conpoBoxparomuecs H3bsI3BICHUEM, BTOPUYHBIM HH(PUIUPOBAHUEM, KPOBOTEUEHUEM U

00JIeBBIM CHHJIPOMOM.
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: 6onvuuncmeo nayuenmos ¢ Ul ne mpebyrom axmuenoco émeuwiamenvcmesa, 6 85%

cydaes onyxoib no08ep2aemcs CNOHMAHHOU pecpecCul.

o [lanmentam c¢ HI, KOTOpPBIM II0Ka3aHO HAYAJIO JIEKAPCTBEHHOM TEpalny, PEKOMEHAYeTCH B
Ka4eCTBE Tepanuu MEePBOW JIMHUM TPOIMPAHOJION B JICKAPCTBEHHOU (hOpMEe «pacTBOpP ISl MpueMa
BHYTpb» (PP) [85-87].



YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KOMMeHTapI/II/I: NPpUHYUNnsvl HA3HAYEHUA, npaeuld HA3HAYEHUA U peNCum ()03up06anu}l PP — cm.

npunodxcerue A3.1 danHvix pekomeHoayuil.

e [lanmentam c UI, y koTOpbIX HEOOXOAMMO JOCTHYb MAaKCHUMAJIbHO OBICTPOrO COKpalleHUsl oObeMa
oOpazoBanusi (MI, compoBoxaaromuecss HaTUYUEM WU YIrpoKaeMmble MO Pa3BUTHUIO BUTAIBHBIX
OCJIOKHEHHUI) peKOMeHAyeTcsl Ha3HaueHwe Tepanuu Il JuHMM ¢ OpUMEHEHWEM OJHOW U3

CJIEYIOIINX KOMOMHAIIMN:

e PP + #Bunkpuctun** 0,05 mr/kr (1 mMr/m2) ¢ kparHocteio 1 pa3 B Heaento (AnuTeNbHOCTH 6-10

HEJIeNb 10 JOCTUXKEHHUs 0e30MacHbIX pa3MepoB onyxonn) [13,63,84,88]

e PP + merpoHomHas Tepanus #BuHOmactTuHOM™** (B/B cTpyitHO 1 Mr/mM2 3 pasza B Helem0, CyMMapHO
6 BBeneHui) u #Hiukinopochamuaom™** (B/B cTpylHO MM BHYTph 50 MI/M2/CcyT 3a JBa BBEICHUS
eXKeIHEBHO B TeueHUe 14 mHeit), 2—6 IUKIOB B 3aBUCHMOCTH OT OOBEMOB OIYXOJH M CKOPOCTH €€
cokpaienus [ 74,75,84,89]

o PP + #npenuuzonon®* B nepopanbaoit hopme [90] B mo3e 2-3 MI/KI/CyT. B Te€UEHHE 2-X MECSIIEB C

MOCJICTYIOIUM ITOCTEIICHHBIM CHIDKEHHEM C YYEeTOM JUIMTEILHOCTH Ieproja mposmdepaTuBHON
¢a3wr 3a0omeBanms [13,84,91]

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: nexomopuvie ¢hopmst u nokanuzayuu (Kaxk 3mo OblIO CKA3AHO Gblude) MO2ym
npUBOOUMb K CEPbEe3HbIM OCIONCHEHUSAM, UH020d C HApYUleHUeM SUMANbHbIX (YHKYUll (cepOoeunast
HeO00CmamouyHoOCmb,  KOMNAPMMEHM-CUHOPOM,  COABNEeHUe  BePXHUX  ObIXAMENbHbIX  Nymell,
npopacmanue 8 CNUHOMO32080l KAHAL C PA38UMUEM/Y2PO30U pA3GUMUsL MUETIONAmuU), a makice K
CEPLE3HLIM  KOCMEMUYEeCKUM Oegpekmam, mpeoyrouum nociedyruieco KoppeKYuoHHo20 JledeHusl
(nnacmuueckas Xxupypeusi, Jaazepuas mepanus). s npedomepawjenusi IMux — OCLONCHEHUL,
HeobX00UMO HemeOdlleHHoe U OOCMAMOYHO UHMEHCUBHOE HAYAl0 Mepanuu C yenvlo 00CMUNCCHUS

MakcuUManbHo 6blcmpo2o cokpaujenus obvema oopazosanus. K maxum cumyayuam omnocames [13]:
o UI’, conpsowcennvle ¢ HapyuieHuem UmManbHblX QYHKYULL,

o Ul ¢ 6osneuenuem snympennux opeanos (newenv, KKT),;

o U, ocnosxcnennvle paspyuleHuem nooaexcaujux mrkate,

o UI, ocnodcHenHble HEKPO3OM, U3LAZGNIEHUEM, BMOPUUHBIM UHDUYUPOBAHUEM,

o UIl, conposodcoarowuecs cmpykmypHolmu u eucyepaivhvimu anomanuimu (PHACE uau
LUMBAR/PELVIS/SACRAL cunopomuwi)

Ilpu nposedenuu monomepanuu 6ema-aopeHoOIOKAMOPAMU HEBOIMONCHO OOCMUYL  OBLICIPO2O
cokpaujenusi 06pazoe6anusi, 0COOEHHO NPuU SUAHMCKUX POPMAX ¢ 8bICOKOL CKOPOCHbIO NPOIUPDEpayuU.

Bpems, sampauennoe Ha docmudicenue ieueOHOU 003bl U NOAGIEHUS NePBbIX NPUSHAKOE COKPAUeHUs



ONYXONU, MONCEM OKA3AMbCS 3HAUUMBIM — 4-6 Hedenb (mumposanue 003vl 7-14 Oneil + 2-5 nedenv 00
Nosi6NeHUsT NePebiX 3HAYUMbBIX NPUSHAKOS COKPAWEeHUs 00pa308aHus) U Npusecmu K MANCENbIM,
HCUSHEY2POUCAIOWUM — UTU  CEPLESHBIM  JIOKANbHbIM — OCIONCHEHUAM (Hanpumep, HeoOXo0UMOoCmb

NOCMAHOBKU MPAxeocmoMuieckol mpyoxu).

Kpome mozco, cywecmeyiom pesucmenmuvie Gopmor HIl, nod komopwvimu noopazymesaemcs
NPOOOJIHCEHHBILL POCH ONYXONU UILU OMCYMCM8Ue CoKpaujenus npu nposederuu mepanuu PP 6 0oze 3

Mme/Ke/cym Ha npomsidcenuu 5 Heoeib.

Kombunupoeannas mepanus #npeonuszonowom™* u PP moocem ysenuuums puck paszeumust

eunoznuxemuu [92].

o [lammentam ¢ UI' npu Hanuuuu NPOTUBONOKA3aHUM K HazHadeHUto PP, Bxirouas Tsokennyro
MaToJIOTHIO coCyaoB rojgoBHoro mosra npu PHACE cuHzapome, pexkoMeHAyeTcsi PUMEHEHHUE

OIHOU U3 CICAYIOIHNX CXCM JICUCHMUA:

o #Bunkpuctu** 0,05 mr/kr (1 mr/m2) ¢ kparaocteio 1 pa3 B Heneno (IIUTeNbHOCTh 6-10 Henenb

JIO TOCTIDKEHHST O€30MacHBIX pa3MepoB omyxoin) [13,63,84,88]

e METPOHOMHas Tepanusi #BUHOIacTUHOM™* (B/B cTpyiHO 1 mMr/mM2 3 pasza B Henento, cymMMapHo 6
BBeJleHU) U #uukinopochamuaom™** (B/B cTpyiiHO Wi BHYTpb 50 Mr/m2/cyT 3a ABa BBEICHUS
eXKCTHEBHO B TeueHHe 14 mHei), 2—6 IUKIOB B 3aBUCHUMOCTH OT 00BEMOB OMYXOJIM U CKOPOCTH €€

cokparieHus [74,75,84].

o #mpemHu30JI0H** B mepopanbHOi (hopme B 103€ 2—3 MI/KT/CYT; ITUTEILHOCTh Tepallui HE MeHee 2-
X MECSIEB (OMpeAesaeTCs] CKOPOCTHIO COKPAIEHUS 00pa30BaHMS J0 JTOCTHKEHHUS OC30MAaCHBIX IS
Pa3BHUTHs BUTAIBHBIX OCIOKHEHHH pPa3MEpoOB) C TOCICAYIOIIMM ITOCTCTICHHBIM CHW)KCHHEM C

Y4ETOM JJUTENBHOCTH Nepuojia mponudeparuBHoi (as3sl 3a0oneBanus [84].
YpoBennb yoenureabHOCcTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMenTapuu: onumenvuas mepanusi #npeonuzononom™*  conpsiocena paseumuem msdicenvlx
OCNOJICHEeHU, MmaKue Kak: 8MOPUYHAST APMEPUATbHAsL 2UNePMen3Us, HapyueHus 6cex 8ud08 0oMeHa
sewecms, 3a0epiucKa  (PU3UYECKo20 pazeumusl, 2acmpod’30haceanvhvlil peguroke, 06CmpyKmMueHas
eunepmpogpuueckas KapouomMuonamus, HAONOYEUHUKOBYI0 HeOOCMAmMOYHOCMb, PUCK  DA3EUMUS
MAACENbIX UHDEKYUT, 8KII0UAS NHEBMOYUCTIHYIO NHeSMOHUIO (8 Kauecmee Npo@duIaKmuKku pazeumust

OaHHO20 OCNONCHEHUs. NOKA3aH Npuem Ko-mpumokcazona [cyibgamemorcason+mpumemonpum]**),
CMYV unghexyuro.

3.2 Xupypruyeckue MeTo/bl JiedeHUs

e [Tanmentam ¢ HWI' pexoMeHayeTcs IPUMEHEHUE XUPYPIHMUECKUX METOJAOB B CIEAYIOMIMX

cutyauusx [63,84]:



e PAHO Pa3BUBLIMKCS HEKPO3 MATKHUX TKaHEW;

e TpyOble PyHKIIMOHAIBHBIE PACCTPOMCTBA (OpraHbl 3pEHUS U CITyXa);

e IEPCHUCTEHLMS PE3UAYyaIbHOIO 00bEMa MOCIE CIIOHTAHHON NHBOJIIOLINY;
e jnedopMalus aHATOMUYECKUX CTPYKTYD;

e XHUpYyprudeckas KOppeKUHs Maiab(opMaldid CO CTOPOHbl BHYTPEHHUX OPraHOB IpPU HAIUYUU

cuHApoMaibHbIX popm UTT

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

3.3 Unbie MeTOabI JIeUeHUS

e [laruentaM ¢ HaIMYMEeM/T€YEHHUEM  OPOHXOOOCTPYKTHBHOTO  CHHIPOMA,  TSIKEJIBIMU
paccTpoicTBaMH CHa, PeKOMEHyeTcsl Ha3HaueHue #areHonoma** B moze 1 mr/kr 1 pa3 B neHb

(mauanpHas no3a 0,5 mr/kr/cyt) [93-96].
YpoBeHb yoeauTEeILHOCTH peKoMeHaaunii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: npasuna nHaznavenus npenapama auaioSuyHvl MAKOBbIM HeCeleKMUSHbIMU bema-
aopenobnokamopamu. B Hacmosuwee 6pems Hem KpPYNHbIX PAHOOMUSUPOBAHHLIX UCCIe008aHUL,

noomeepacoarouux sgppexmusnocms Hamernonona**, conocmasumyro ¢ PP, npu neuenuu UI"

o [lanmmenTaM ¢ enMHUYHBIMH TOBEpXHOCTHBIMU WI' He Oosee 2 cM B nuaMeTpe peKoOMeHIyeTcs
Ha3HAUCHHE #TUMOJIONA™** B JICKapCTBEHHOM (hOpPME «KaIlJIv IMIa3HbIC» B J103¢ HE Oonee 2 Karenb 2

pasa B cyTku MecTHO [49,97-99].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

KomMmenTapuu: wmecmunas mepanus #Hmumononom™* moocem umemsv cucmemHoe Oeticmaue.
IIpenapam ecacwieaemcs uepe3 kooucy. Jluwwo 15-20% 0o3vl memabonusupyemcs npu nepeudHoM
NpOXoAHCOeHUU Yepes neyeHs (6 0cHogHoM npu yuacmuu gepmenma P450), umo mooxcem npusooums k
CO30aHUI0 ONpedeleHHOU KOHYEeHMPAayuu npenapama 6 cbl8opomke Kposu, u OU000CMYNHOCb €20 He
sce20a modicem Obimb OocmogepHo onpeoeneHa. lIpenapam noxaszan ceorw 3¢hghexmusHocms npu
nevenuu Ul 6 0ose menee, uem 0,2 me/xe/cym, paszoenenuoul Ha 08e anniukayuu. Ho mecmmuas
mepanus  b6ema-aodpeHooioKamopamu  OOHOULEHHBIX — Oemell  mpebyem  OONOIHUMETbHBIX
PAHOOMUBUPOBAHHBIX — UCCIE008AHULl  (KPAMHOCMb — HA3HAYeHUsi  npenapama?  OnumeibHOCHb
mepanuu?). [lannas mepanusi He OOMICHA HAZHAYAMBCA Y HEOOHOWEHHBIX NAYUEHMO8 G8UOY
HEeB8O03MOINCHOCMU NPOZHO3UPOBAHUS NOOOUHBIX dpexmos. [Ipenapam npomusonoxkazan npu HAIUYUU

JIOKANIbHBIX OCIONCHEHU (}136, HEeKpO0o306, 6MOopPUHLHOCO uH@uT/;MPOGCZHMﬂ).

e [lamuenTtam ¢ noBepxHoctHbiMU UI' co cTOMKUME pe3uyalbHBIMU SBICHUSMU B (ha3e MHBOJIIOLINU

pexkoMenayeTcs jazepHoe jgeuenue [49,84,100-102].



YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KomMmenTtapuu:. uvnynvcuoiil nazep na xkpacumene (PDL, onuna eonnwt 595 um) npumensemcs ons
nedyenuss nocmpe3udyanrbHblX USMEHEeHUll KodcU 6 nocmuneonioyuonnot cmaouu Ul Jleuenue ouens
Oone3HeHHO U OO0JICHO HNPOBOOUMbBCS MONbKO NOo0 obwell anecmesuel. Bozwoowcno pazeumue

nuemenmayuu uiu denueMeHmaL;uu KOJICU 8 Mecme 8030eliCmEUsl. Jaasepa.



4. MeaqMuMHCKAA peadUIuTALUS, MeAUIIUHCKHE
NMOKA3aHUA M IPOTUBOIMOKA3AHUA K IPUMEHEHU IO
METO0B peadHJIMTAUU

PeaOunuTaiimoHHBIX MEPONIPHUATHI 17151 JAHHOTO 3a00JIeBaHMs HE pa3padoTaHo.



5. IIpoduiiakTuKa ¥ AUCIIAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

e [laruentam c HeocnoxHeHHbIMU (opmamu WIT pexomenayercsi HaOIIONCHHE B JAMHAMHUKE:
MMOBTOPHBIE OCMOTPBI C MHTEPBAJIOM B HEJIETSX, PABHBIM BO3pPACTy MAIIMEHTa B MecAlaxX (MHTEpBa

HaOJIIOIEHHS B HEJEISX = BO3paAcCT B Mecsiax) [55].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)

KomMmenTapuu: oOna makux nayueHmos NOKA3AHA MAKMUKA — «AKMUBHO20 — HAONIOOEHUS.
Oyenusaromes ounamuka écex napamempos Ul (pazmep u ckopocms ysenuueHus, yéem, nossieHue

HOBbLX 2JleMEeHmMOoe6, 6MOpPUYHbLE M3M€H€H1/lﬂ), a makKaHce 603MOINCHBLE PUCKU PA3BUNTUA OCJIOMCHEHU.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

llokasanus 015 2ocnumanuzayuu 8 MEOUYUHCKYIO OP2aAHUZAYUIO:

1. Hanuune nuarnosa W' ¢ BEICOKUM PUCKOM OCIIOKHEHH (CM. BBIIIIE)

2. B ne6rore Tepanuu PP (uHuImanus repanuu, mogoop A03bl Mpernapara)
llokazanus K evinucke nayueHma u3 MeOUYUHCKoU Opeanu3ayui.

1. mpu OCIIO)KHEHHBIX (PopMaxX — KyIMHUPOBAHUE OCIOKHEHUM

2. mon0op CUCTEMHOM JIEKAPCTBEHHOM Tepaliiy U IEPEeBo] Ha aMOyIaTOpHOE BEACHHE
Ambynamopnoe 6edeHue nayuenma.

B xone neuenus PP mokazaHo BeneHue marpieHTa B aMOyIaTOPHOM PEXKHUME C TETbI0 KOPPEKIINH 036
mpenapara Ha JOJKEHCTBYIOIIMKA Bec pedbeHka (1 pa3 B Mecsll) C MPOBEACHUEM KOHTPOJIbHBIX
o0cre10BaHU.



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHHSA )

7.1. Iuddepenunanbuasa ruarnoctuxa UI

1. Ipyrue cocyaucTbie Oy X014
Bpooicoennas ecemaneuoma (BI') [103]

Tepmun «BpoxeHHbIE TeMaHTMOMBD) OOBEAMHSIET COCYAMCTBIE OIyXOJIU, KOTOpPbIE OTHOCSTCS K
JN00pPOKaYECTBEHHBIM COCYIUCTHIM HOBOOOPA30BaAHUSIM, BO3HUKAIOIIMM BHYTPUYTPOOHO, U K MOMEHTY
pOXIeHUST pebeHKa yke MONMHOCThIO copmupoBanbl. B ommmume ot UIT oHm He momBeprarorcs
nposindepaTuBHOMY MPOLECCY B MOCTHATAILHOM Iepuojie. Brinenstor Tpu cyOTuma B 3aBUCUMOCTH OT

CTEIIEHU perpecca OImyXOoJIu:
1. RICH - Rapidly involuting congenital hemangioma
2. NICH —Non involuting congenital hemangioma

3. PICH - Partially involuting congenital hemangioma

N3 Bcex cyOtumoB wuamie Bcero Bcrpedaercss RICH. Cpasy mocnie poxaeHuss HadyMHAETCS JTar
WHBOJTIONNH, 3aBepIIaromuiics oObrdHO K 6-18 Mmecsmam [104]. Jlokamusyercst oHa ¢ OJWHAKOBOU
JaCTOTOW Ha KOHEYHOCTSAX (BOJIM3M KPYIHBIX CYCTaBOB) M B OOJIACTH TOJIOBBI/IIEH (JI00, BUCOYHAS
0071acTh, IIEYHAs, BOJOCUCTAsl YaCTh T'OJIOBBI), MIPEUMYIIIECTBEHHO B OKOJIOYIIHOW 00JacTH; KpaitHe
penko — Ha TynoBuie. OmyXxonb pa3BHBaeTCs MOAKOXKHO. OOBIYHO OHA TMpEACTaBlIeHA B BUJC
MAaCCHUBHOTO 00Opa30BaHMsI, BHICTYIAIOIIETO HaJ MOBEPXHOCTHIO, 1 UMEET HECKOJIbKO CAHTUMETPOB B
nuametpe. [lpu manpmarnuu, Kak IpaBUIIO, MHOTOY3JI0Basi, YMEPEHHO IUIOTHAs, MECTaMu pa3HOM
KOHCHCTEHIINH, Terias Ha ourynb [105]. Koxka Han oOpazoBanueM TOHKasi, Jerko panumas. Omyxosb
MOXXET OBITh OnemHas WIM HWMETh CHHIOIIHO-(HUOJCTOBBIM 1BeT ¢ mepudokambabiM  «Haloy,
IpEACTaBICHHBIM KOXKeW oObluHOro 1Bera. Ha ee mOBEpXHOCTH MOTYT MPOCMATPUBATHCS
TEJICAHTUIKTA3UU, PAJIUATIBHO PACTIOIOKEHHbBIS, UJIM OHA MOXKET OBITh «yChIlIaHa» B IIEHTPE MIaIKUMU

KPaCHBIMU Y3JIaMH.
Kanowugpopmnas eemaneuosnoomenuoma (KI'23)

Ouenp peakas cocyauctas omyxoib (0,07 ma 100 000) [106-108]. OHa MOXET BBISBIATHCS C
POXKICHUS M OBITh HE3aMETHOW C TIOCTETICHHBIM YBEJIMUEHHUEM B TEUCHHE TIEPBBIX MECSIEB KU3HHU.
D10 cocymuctoe oOpa3oBaHHE, KOTOPOE XapaKTepu3yeTcsi TUTaHTCKUMU — pa3MepaMu  C
MPEUMYIIIECTBEHHOH JIOKaTn3aIueld Ha KOHEYHOCTSIX, B 00J1aCTH BEPXHETO IICYCBOTO IMOSCA U IICH.
OTHOCHUTCS K OIYXOJIIM C TIPOMEXYTOUYHON CTETICHBIO 3JI0KAY€CTBEHHOCTH, T. €. 00JIaJJaeT JOKAJIbHO

I/IH(bI/IJ'IBTpaTI/IBHBIM pOCTOM, HO 0e3 CIIOCOOHOCTH K MCTACTAa3NPOBAHUIO. XapaKTepHO YBCIIMUCHUC



pEerroHapHBIX JUM$aTHUecKuX y3710B. OOpa3oBaHMs MPEACTaBICHBI SIPKO-KPACHBIM TISITHOM, CJIETKa
BO3BBIIIAIOUIUMCS, TOPSYMM M IUIOTHBIM MpPU MAJBINALUU C BBIPAKEHHBIM HHQUIBTPATUBHBIM
KOMITOHEHTOM, MPEJCTaBlsisd €AMHOE LEJI0€ C MOIeKAMMU TKaHsAMU. VHOrma Ha MOBEPXHOCTH
OTMEYAETCsl TUMEPTPUX03 U TUIEPTUApo3. OMmyXoib MOXKET COMPOBOXKAATHCS OOJIEBBHIM CHHAPOMOM,
KOTOpPbI BO3HUKAET NPU KPOBOMBIUSHUMU B TKAHb OIYXOJW WJIM CIABIECHUU COCYIUCTO-HEPBHOIO
nyuka. B Hacrosiee BpeMs u3zBectHO, uTo KI'D siBisieTcsi OCHOBHOM NMPUYMHOM pa3BUTHUS (DeHOMEHA
(cunmpoma) Kazabaxa-MeppHuTT: TpPOMOOIIMTONIEHUM U KOArylomaTHH TMOTPeONeHUs € Yrpo3ou

KPOBOTEUEHMS U KPOBOUBIIUSHUS, TPUBOS K JieTaabHOCTU B 30% ciyyaes.
«Iyukosasy aneuoma (I1A).

Bpoxnennas wnm mpuoOpereHHas (Bcerga o S-TuinetHero Bospacta) [109], OGonbiie mmeromas
XpPOHUYECKOE TEUEHUE U MEJIEHHO Iporpeccupyromas. KinHuyecku oryxolb NnpeacTaBieHa Jn0o
MHQUIBTPUPYIOIIMM  TMOAJICKAIINE TKAHK KpPACHBIM TISITHOM, IUIOXO OTIPaHUYEHHBIM; JHUOO
MpeicTaBlieHa MHOTOYHMCICHHBIMU C Pa3HOUW CTENEHBI0O MHTEHCUBHOCTH KpPacHBIMU Tamynamu. MoxeT
CONPOBOXKIAThCSI OOJIE3HEHHOCTHIO MpU MajblallMd, HWHOINA JOCTaTOYHO BbIpaK€HHON. Moker
OTMEYaThCsl JIOKAJIbHBIM TUIEPTPUX03 /UM runepruapo3. OnucaHsl ciaydyad CIOHTAaHHOTO perpecca.
WNuorma mpu jnokanu3auy OmyXoidld Ha KOHEYHOCTAX MPOUCXOAUT MHOUIBTPALNS U CKICPO3UPOBAHHE
koku. CKIIEpOTUYECKUE U3MEHEHNS MOTYT 3aTparuBarh MOAJIEKAINE MBIl U CYCTaBbl C pa3BUTHEM
TSKEIBIX (PYHKIIMOHAIBHBIX paccTpoicTB. C ructonorudeckoi Touku 3penus [1A cunraercs «Masoib»

dopmoii KI'3. Pexe, uem KI'D, MmoxxeT ocnoxxauthes passutuem CKM.
2. Cocynuctnie MajabGopManuu

Benosnvie manvghopmayuu, B YACTHOCTH, CHUHApPOM buHa (AMCCEMUHUPOBAHHBIA BEHO3HBIN
anruomaro3 buna). B OonpmmHCTBE ciyyaeB 00pa3oBaHMs BBISBISIOTCS YK€ IPU POXKICHUU/B
MiazeHdectse. [IpencraBiensl eIMHUYHBIMU WIH JUCCEMUHUPOBAHHBIMU TAITYJIE3HBIMU 3JIEMEHTaMU
CHHE-TOITy00r0/(ProsIeTOBOTO IBETa IJIOTHO-31ACTHYCCKON KOHCHUCTCHIIMH, JIETKO CKHUMaeMbIe IpHU
nanbnanud. MoxkeT oTmedarbess OosieBoil cuHApoM. Jlokanu3auus camas pazHooOpasHas: Koxka
(TUIIMYHO MOpPAaKEHUE MOAYIIEYEK MaJbLIEB PYK U HOT), MBIIIIbI, CIU3UCTAsA JKEIYI0YHO-KUILIEYHOTO
TpakTa (TUOUYHO MOPAKEHHWE TOHKOM KHILKH), MapeHXUMaro3Hble opranbl. OJHUM U3 OCHOBHBIX
KJIMHAYECKUX CUMITOMOB 3TOTO 3a00JI€BaHUs SIBJSIOTCS OCTPBIE MM XPOHUYECKHE KPOBOTCUCHUS U3
MHO)KECTBEHHBIX BEHO3HBIX Mallbpopmariuii, JTOKAJIM30BAHHBIX B JKEIYIOYHO-KUIIIEYHOM TPAKTE,

KOTOPbIE HEM30EKHO MPUBOIAT K aHemuu [110].
Jlumehamuuecxas manvopmayus.

Knuunueckn mnpeacTaBieHbl MATKO-TKAHHBIM «0Opa3oBaHMEM/00pa30BaHUAMM», KaK IPABUIIO, C
HEM3MEHEHHOW KOXKEW HaJi HUMHU, MATKO-3JIACTUYECKOM KOHCHCTEHIMH, 0/0, JIETKO C)KUMaeMbIMU U
MOJIBIKHBIMHU. BO3MOXKHO yBeNnHUEHHE pEerrmoHapHBIX JuM(oy3noB. HempaBuiabHo chopMupoBaHHBIC
auM(paTUYecKue coCyabl, 00pa3yoIue MUKPO/MaKpOKUCTO3HbIE/CMEIIaHHbIE TTOJIOCTH MOTYT WMETh
caMyl0 Ppa3HOOOpPa3HYyIO JIOKAJU3allUI0 IO OTHOIIEHHWIO KaK K TOKPOBHBIM TKaHSAM, TaKk M IO
OTHOIICHHUIO K BHYTPEHHUM OpraHaM, MOpOi MpopacTas B MOJIOCTU U 3aTparuBasi KOCTHYIO CHCTEMY.

HpI/I HO,Z[KO)KHOﬁ JIOKaJIN3aluu MOT'YT BU3YaJIbHO HC OTIIMYATLCA OT ITOAKOKHOT'O THUIIA I



Kanunnapuas manvgopmayus

Camas yacras cocyaucTas Majab(hopmaius — Miaockas anruoma («BUHHOE» MATHO, «IUTAMEHEIOIHIN
HeByC) — 25-40% HOBOPOXICHHBIX. BBISBISETCS ¢ POXKACHHUS B BHIE KPacHO-(PHOJIETOBOTO MATHA,
pacronarasich MperuMyIIeCTBEHHO Ha Jinle (0COOEHHO 00acTh j10a), 1ee, HO MOT'YT ObITh 3aTPOHYTHI
mo0ble y4acTKH, BKJIIO4asi ciu3ucTbie. Kak mpaBuiio, CKIIOHHBI K perpeccy eiie B JeTCKOM BO3pacTe.
OpnHako HEKOTOpbIE MOTYT MEPCUCTUPOBATH C 0Opa30BaHUEM WMHOTAA Ha UX (POHE KPACHBIX Y3IOBBIX
aneMeHTOB. [Ipu 0coObIX JoKanuU3ausaX KanuusipHas Maab(opMalus MOKET yKa3bIBaTh Ha HAJTUYHE
cucteMHoM narosnoruu (cunapom Sturge-Weber, cunnpom Klippel-Trenaunay, cunapom Parkes-Weber,

HEKOTOpbIE BUJIbI (pakoMaTo3a).
1. lpyrue 3a6o/1eBanus (1upepeHINATbHBINA JUATHO3 ¢ MUJIHAPHBIM T€eMaHTMOMATO30M) [63]
Hngpanmunvrwiii muoguobpomamos

Oto ¢dubpoBackysipHas Omyxoib. MoxkeT ObITh MNpeacTaBieHa B (opMe eAMHUYHOTO Y3JIOBOTO
JJIEMEHTa WU UMeTh MyibThdoKanbHylo (opmy. Koxka B oOmactu y310B KpacHOro IBETa C
(GuOIEeTOBBIM OTTEHKOM, MHOTJIA C TEJICAHTUIKTA3USIMU Ha MOBepXHOCTH. [Ipu comurtapHbIx (opmax,
o0pa3oBaHHE MOXKET CIIOHTaHHO perpeccupoBarh. [Ipu MynbTHOKAIBHBIX (OpMax, KOTOPblE MOTYT

HAIIOMUHATh MUJIMAPHBIN T€MaHTMOMAaTO3, BOBMOKHO MOPAXKEHUE BUCIIEPATIHLHBIX OPTaHOB.
Monoyumapnwiil u Mue1OMOHOYUMAPHBIU N1EUKO3.

PGI[KO BCTPCHACTCA Y HOBOPOKICHHDBIX. HN3MeHeHnsT HA KOXe IMPCACTABJICHBI IINIOTHBIMU ITAITYJIC3HO-
Y3JI0BBIMH OJJICMCHTAMH C HOKaHHBaHHeﬁ B ACpPMC MU THUIOACPMC, HHOrga C IeMOpparndcCKuM

KOMIIOHEHTOM U HEKPO30M.
Heonamanvhwiii 1aneepeancokiemounsiii eucmuoyumos Xawumoma-Ilpuyxkepa (Hashimoto-Pritzker).

Knununueckas KapTHHa HOJII/IMOp(bHaI C POXIOCHUS BBIABIIOTCA MHOXCCTBCHHBIC TIAITYJIC3HO-
HOAYJIC3HBIC JJICMCHTBI TCMHO-KPACHOI'O INIBCTA C HpGHManCCTBGHHOﬁ HOKaHI/IBaHI/Ief/'I Ha KOXC
BerHeﬁ IMOJIOBMHBI TYJIOBHIIIA. OOBIYHO PTH DJIEMEHTHI COYETAIOTCS C BC3UKYJIO-IIYCTYJIC3HBIMHU. B

TEUYEHHE HECKOJIbKUX HEJIEIb MOABEPratoTCsl HHBOJIIOLNH.
Cunopom «uepruunozo nupozay (Blueberry muffin baby)

MHOXECTBEHHbBIE Y3JIOBBIE 3JIEMEHTHI TEMHO-CMHEBOIO IIBETA, KOTOPbIE BBIABISIOTCA C POXKIEHUS,
o0bryHO cBsizanbl c¢  TedeHueM uHpexuun (TORCH cunapom) wnm  accouuupoBaHbl €O

3JI0Ka9ECTBEHHBIMU 3a00JICBAaHUSIMH, TAKUMH KaK, HAIPUMED, JIEHKO3.
lIcesooancuomamos

Penxoe 3aboneBanue, KOTOpoe B OOJBIIMHCTBE CIIy4aeB BO3HUKAET B KOHTEKCTE C WMH(MEKIIMOHHBIM
AMHU30/I0M. DJIEMEHThI Ha KOX€E IMPE/ICTAaBICHbl MOHOMOP(QHBIMU MIJIMAPHBIMU MAaKyJO-TMayae3HbIMU

QJICMCHTAMM KPaCHOT'O IBE€TA, ACUMIITOMHBIMH, CKJIIOHHBIMHU K IMOJIHOMY PAa3pCIICHUIO B TCUCHHUC OT 2-x



THEN 0 3-x HEIEIb. W3mo0nennas JIOKAJIN3allus — IEKHA U

KOHCYHOCTH.

B comHuTENbHBIX cayyasx mokazaHa Ouoricusi oOpa3zoBaHus. OCHOBHBIM OTIMYUTEIBHBIM KPUTEPHUEM
Oyner siBnATbeA monoxkutenabHass peakiuss ¢ GLUT-1 npu nmpoBeaeHMM UMMYHOTHMCTOXMMHYECKOTO

HCCJICAOBAaHMUA.

7.2. MakTOpPHI PUCKA

K ¢akropam prcka OTHOCHT:
1. UT" 0coOBIX JIOKaIM3ani

2. cerMeHTapHbIe (GOPMBI

3. mopa)keHue BUCIIEPATbHBIX OPTAHOB

7.3 KinHn4eckne KpUTEPUH U HEOOXOAMMbIe UCCIEJOBAHUSA MIPH

PHACE/PHACES cunapowme.

Tabnuia 4. Bo3amoxHbie KIMHUYECKUE MposiBieHus U o0beMm uccienoBanuit mpu PHACE cunapome

[37].
Tvin
aHOManum OnucaHue 0O6cnepoBaHun
3aaHas - aHoManug [deHaun-Yokepa . MarHuTHO-pe30oHaHCHas
yepenHas * @HOManuun pasBUTUSA NOAYLWapUA U/ UK YepBs MOo3XeudKa TOMorpadus ronoBHoro mosra /
aMKa / apyrue - apaxHoupanbHas Kucta MarH1MTHO-pe30oHaHCHas
aHoManum aHrnorpadmsa (oaHa obnactb)
LHC - KT-aHruorpagpwus
[emaHrnoma cerMeHTapHas remaHrmoma nuua S1+S4 mnn S3 B 34 chnydasax MarHuTHO- pe3oHaHcHas
(remndaumanbHas, BO3MOXHO bunaTtepanbHas) TOMorpacbvm MSAFKMX TKaHen C
Apyrne BO3MOXHble  NIOKyCbl: opbuTa, ropTaHb, MOArIOTOYHOE KOHTpacTupoBaHneM
npocTtpaHcTBo, remucdepa LHC, BHyTpeHHee yxo, xopuoupanbHas - NlapuHrockonus
obonouka opbuTbl, MEHNHIMaNbHaa 060n04Ka Y3 opraHoB 6prowHom
nosocTn
AHOManun - @aHOManun WHTPaKpaHWanbHbIX COCYAOB (BepTebpanbHas, BHYTpPEHHSS/ . MarHMTHO-pe3oHaHCHas
apTepuasnbHbIX Hapy>XHasi COHHas apTepusl); CTeHO3bl LepebpanbHbiX COCYAOB, aHOManIMu ToMorpadusa rofoBHOro Mosra c
cocyaoB pa3BuTua (areHesus, ruvnonnasus, abeppaHTHble COCyAbl, MEpPCUCTEHUMUS KOHTpacTupoBaHneM
3M6pUOHanbHbIX COCYA0B, aHEBPU3MbI, KONnaTtepasbHble COCYyAbl, aHOManms MarH1MTHO-pe30oHaHCHas
Mownsa-Moris) aHrnorpadwmsa (oaHa obnactb)
- @HOManuun aKCTpakpaHWanbHbIX COCYAOB (MOAKIYNYHANA, aopTa U T.4.) . AHIMO-TOMOAEHCUMTOMEPUS
WerNHO-rpyAHoro otaena
- Ox0-KI
AHOManuun + KOapKTauus aopThbl. -+ 9x0-KI
cepaeyHo- BPOXAEHHbIE Manbdopmaumnm  (apTtepuanbHbli  NPOTOK, aTpe3us - Y3 A cocynos weun
COCYyANCTOMN TPUKYCNMAAnbHOro KnanaHa, tetpaga ®anno, aedektbl MexnpeacepaHon/ - KT-aHrnorpadws
cucTeMmbl MeXOKeNyA04KOBOW NeperopofoK, CTEHO3 N1IerO4YHOro CTBOA).
AHOManun - konoboma, - OdpTanbMockonms
rnasHoro * MMKpodTanbmMums, MarHMTHO-pe3oHacHCHas
abnoka * rMnonaasms onNTUYEecKoro Hepea, TOoMorpadus rnasHul [¢

- rnaykoma u ap.

KOHTpacTMpoBaHMUEM




Tvin

aHoManum OnucaHue O6cnenoBaHus
CpeauHHble - AedeKTbl rpyanHbl (BOpOHKOOBpasHas rpyab, pacllesiMHa rpyaunHbl) - peHTreHorpadus
aHoManum - aHoOManusa 6eno TMHUKN XUBOTA - Y3U

rpyaHom

KNeTKu 7

6ptoLHon

CTEHKMU

Opyrue  TMAONUTYUTapU3M; * DHAOKPUHHBIN cTaTyC
3HauyMMble  TMNOTUPEOD3

aHoManum

Tabnuua 5. bonpimue u mansie Auarnoctuyeckue kpurepun PHACE cunnpoma [38].

Cucrembl/opraHbl

BonbLine kpuTtepumn

Manble kputepumn

ApTepuanbHbie
aHoManum

- aHoManuu 6onbLioi uepebpanbHON MK LepBUKaNbHON apTepun
- AUCNNasusi KpyrnHbiX LepebparnbHbiX apTepuit
apTepuarnbHbIi  CTEHO3 WAW  OKKJI03USA
Konnarepanum
- OTCYTCTBME WNWN CpeAHeTsKenas rmnonnasus 6onbwnx uepebpanbHbiX Un
LLepBUKanbHbIX apTepui
abeppaHTHasa npupoda wnM  xoa 6onbwux uepebpanbHbIX UK
LepBMKanbHbIX apTepuii, UCKAYas 4YacTble BapWaHTbl AyrM Takue, Kak
«bblubs ayra»
* NepCUCTUPYLLUNIA KOPOTMAHO-BepTebpoba3mnsapHbIn aHacToMO3

c/unn  6e3  Monsa-Mois

aHeBpuM3Ma OAHOM U3
uepebpanbHbIX
apTepui

CTpYKTYpHbIEe
aHOMaJIuM roJioBHOro

© @aHOManuu 3agHen YepenHomn SMKu
- KoMmnnekc deHan-Yokepa

aHoManmu CDEAHGVI
NHUN MO3ra

Mo3ra - Apyrue runonnasvun/ancnnasnn cpegHero u/wnv 3agHero mMosra ManbgpopMauns
KOPTUKaNbHOro
pa3BuTus

KapavoBackynsipHbie - @aHoOManum oyru aopThbl - pedexkt MXIM

+ KOapKTaumnsa aopThl . NpaBOCTOPOHHSAS

- amcnnasus

- aHeBpu3Ma 3

- abeppaHTHas npupoda MOAKIHUMYHON apTepumn c/unm 6e3 cocyamcToro
KonbLa

ayra aopta/

- ABOViHasi Ayra aopThbl
. CUCTEMHbIE
BEHO3HblE aHOManuu

OkynsipHble

* aHOMann 3agHero cerMeHTa
* NepcncTnpyrowimm rmnepnnactm4ecKknmn nepBuYHbI BUTpUyC

* aHoOManuun nepegHero
CerMeHTa

- nepcucTupytowne detanbHble cocyabl MUKpodTanbMus

- COCYAMCTblE aHOMaNIMK CeTYaTKn CKN1epoKopHea

- @HOManuu ANCKa MO TUMY «BbOHKa» - konoboma

- TUMONIA3us 3pUTENbHOIO HepBa - KaTapakTa

- nepunanunnapHas ctacduioma
BeHTpasnbHble/ - CpeaVHHble aHOManuu rpyaAHON KIeTKU 1 BPoLHON CTEHKMU . 3KTOMNYECKU I
CpeauHHblIe - AedeKTbl rpyaAnHbl TUpPEoUaHbIN
CTPYKTYPpbI - BOpOHKoO6pasHas rpyab rMAONUTYUTapU3M

- pacwenuHa rpyanHsl . cpeanHHas

- aHoManus 6enoi NUHUK XMBOTa

cTepHanbHas nanyna/
ramMapTomMa




Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

OueHka
Neo Kputepumn kauecrBa BbIMNOJIHEHUSA
(na/wner)

1. MauneHTy c nopgo3peHmeM Ha WI BbiNoAHEeHbl c6op xanob u aHaMHe3a, o06wuii dusnKanbHbIN Oa/HeTt
0CMOTp

2. MauneHTy Cc Nnogo3peHmnemM Ha Ul BbINONHEH 06WMIA (KIMHUYECKNI) aHaNn3 KPOBMU Oa/HeT

3. MaumeHTy c Ul nepen HayanoM Tepanum NpornpaHononoM** BbinonHeHa anekTpokapanorpadms [a/Het

4, MauymeHty ¢ WUI ¢ PHACE cuvHAPOMOM UM/UAKM C MNOpPaXeHMeM MeyeHW BbINOJIHEHA [Na/HeTt
axokapanorpadusa nepes HasHavyeHneM 6eTa-agpeHob10KaToOpPOB

5. MaumeHTy ¢ UI' ¢ cuHapomMom PHACE BbINOIHEHBI UCCef0BaHNE YPOBHS TUPEOTPOMNHOro ropMoHa Oa/HeTt
(TTr), ceBobonHoro TpurioaTupoHmHa (CT3) n ceobogHoro TupokcuHa (CT4) B KpoBu

6. MaumeHTty ¢ Ul ¢ cuHapomom PHACE BbinosiHeHa peHTreHorpadwvsi opraHoB FpyAHOM KNETKU B Oa/Het
npsiMmor n 60KOBOM NpoeKkumm

7. Maunenty ¢ UI' ¢ cuHapomom PHACE BbINOSIHEHBI MAarHWTHO-pe30HaHCHas ToMorpadus MArkmx Oa/HeT
TKaHeW C KOHTPacTUpPOBAHMEM WM  KOMMblOTEPHAs ToMorpadus MSArKMX TKaHen ¢
KOHTpacTMpoBaHneM

8. MaunenTy ¢ UI c cuHapomom PHACE BbinonHeHa aneKTposHuedanorpadus Oa/HeT

9. MaumeHTy ¢ Ul ¢ cuHgpomom LUMBAR/PELVIS/SACRAL BbinonHeEH 06Wuii (KIMHUYECKUIA) aHanus Na/HeT
MO4n

10. MaumeHty ¢ W ¢ cuHgpomom LUMBAR/PELVIS/SACRAL BbIMOMIHEHO Y/NbTpPa3ByKOBOEe Oa/Het
nccneaoBaHnWe oOpraHoB 6pOWHOM NONOCTM  (KOMMIEKCHOE), Y/bTPa3BYKOBOE MWCCNefoBaHue
OpraHoB Manoro Ta3a (KOMMNJeKCHoe)

11. MaumeHty ¢ WUI ¢ cumHgpomom LUMBAR/PELVIS/SACRAL BbinonHeHa MPT € KOHTpacTHbIM Ha/HeT
ycuneHmeMm unm KT C KOHTPacTHbIM YCUJIEHWMEM OpraHoB 6ploWHOW nonoctu/mManoro Tasa/
CMWHHOIo Mo3ra

12. MauneHTy c WI, KOTOpPOMY MoOKasaHO Hayano JIeKapCTBEHHOW Tepanuu, Npu OTCYTCTBUMU Oa/HeTt

npoTuBOMNOKa3aHnii HasHa4veH PP
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IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

1. Bpauu-agepmaroBeHepoioru

2. Bpauu-niequarpsl

3. Bpa‘—II/I-IICTCKI/Ie OHKOJIOTH

4. Bpauu-aeTckue Xupypru

5. Bpaun-zaeTckue KapIuoaoru

Ta6muma 1. Illkama omeHkm ypoBHEH AOCTOBepHOCTH JmokazarenbcTB (YJ]) mms meromos

JUAarsoCTHUKH (I[I/IaFHOCTI/I‘{eCKI/IX BMCHIaTeJ'II)CTB)

yaan Pacwudposka

1 CuctemaTtuyeckme 0630pbl  MUCCNenoBaHWi C  KOHTponeM pedepeHCHbIM MeToAOM WM CUCTEMaTUYeckuin  0630p
pPaHAOMMU3NPOBAHHbBIX KIIMHUYECKUX UCCNef0BaHUI C MPUMEHEHNEM MeTa-aHanusa

2 OTpenbHble UCCNefoBaHUsl C KOHTPosieM pedepeHCHbIM MeToAOM WX OTAeflbHble PaHAOMU3NPOBAHHbIE KIMHUYECKUEe
nccneaoBaHns M cuctemaTnyeckme 0630pbl uccnegoBaHuit nNoboro AusariHa, 3a UCKAKYEHWEM PaHAOMU3MPOBAHHbLIX
KJIMHUYECKNX MCCneaoBaHuiA, C MpUMEHeHNeM MeTa-aHanmsa

3 NccnepoBaHnsa 6e3 nocnenoBaTesibHOro KOHTPONsS pedepeHCHbIM MeTOAO0M UM UcCnenoBaHus ¢ pedepeHCHbIM MEeToAO0M,
He ABNAKOWNMMCS HEe3aBUCUMbIM OT UCCeayeMOro MeToaa WM HepaHAOMU3NPOBaHHbIE CPpaBHUTESNIbHbIE UCCNef0BaHUs, B
TOM YMUC/ie KOropTHblEe UCCNeaoBaHUs

4 HecpaBHUTENbHbIE UCCNIeA0BaAHMS, ONMMCAaHNE KJIMHWUYECKOro cny4as

5 NmeeTcs nuwb 060CHOBaHNE MexaHM3Ma AeNCTBUS UM MHEHWE DKCNEPTOB

Tabomuuma 2. Illkana oneHku ypoBHEH AocToBepHOCTH JokazarenbcTB (Y/) nns meronos

npopuUIaKTUKHU, JIeUeHUs U peadmwmutanuu (MpoUIaKTUYECKUX, JIEYCOHBIX, peaOUIUTAIIMOHHBIX

BMEIIIATENIbCTB)

yan PacwundpoBka

1 CuctemaTtnyeckuii 063op PKWU ¢ npumeHeHnem meta-aHanmsa

2 OtaenbHble PKU 1 cuctematnyeckne o0630pbl MccnenoBaHuii noboro amsariHa, 3a ucknodeHnem PKU, ¢ npumeHeHuneMm
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPaBHUTENbHbIE NCCEeA0BaHNS, B T. Y. KOTOPTHbIE UCCea0BaHMs

4 HecpaBHuTeNbHbIE WCCNEAOBaHUSA, OMUCaHWE KIAWMHMYECKOro cfyyass WAW Cepunm CyyaeB, WCCNefoBaHusa <«cny4ai-
KOHTpO/b>»

5 NmeeTca nuwb o060CHOBaHWE MexaHu3Ma [eNCTBUSA BMellaTenbCTBa (AOKIMHUYECKUE WCCNeAOoBaHus) WAW MHeHue

3KCMnepToB

Tabamua 3. Illkana omnenku ypoBHeW yOemutenbHOcTH pekoMeHganui (YYP) s meronos

MpOUIAKTHKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

Je4eOHbIX, peaOMIIUTAIIMOHHBIX BMEIIATEIbCTB)

yyp

PacwudcdpoBka




YYP PacwudcdpoBka

A CunbHas pekoMeHzauumsa (Bce paccMaTpuBaeMble Kputepun 3PhEKTUBHOCTU (MCXOAbl) SBASKOTCA BaXHbIMU, BCe
WUCCrnenoBaHMs MMEKT BbICOKOE WM YAOBNETBOPUTENbHOE MEeTOA0JIOMMYeckoe KayecTBO, UX BblIBOAblI MO WUHTEPECYHLLNM
Ncxoaam sIBASIOTCS COrflacoBaHHbIMMN)

B YcnoBHaa pekoMeHzauusi (He BCe paccMaTpuBaeMble Kputepun 3dpheKTUBHOCTM (MCXOAbl) SIBASIKOTCS BaXHbIMWU, HE BCe
WUCCNeaoBaHWs MMEKT BbICOKOE WM yAOBJIETBOPUTENIbHOE METOA0JIOrMYeckoe KayecTBO W/WUAM  UX BbiBOAbI MO
MHTEPECYIOLWMM UCX04aM He ABASKTCA COrlacoBaHHbIMN)

C Cnabasi pekoMeHgauusi (OTCYTCTBME [lOKas3aTesNlbCTB Hagjexalwero KkadectBa (BCe paccMaTpyBaeMble KpuTepuu
3(pHeKTUBHOCTM (MCXOAbI) ABNAOTCS HEBAaXHbIMM, BCE UCCNEAOBaHUS UMEKT HU3KOE METOAOSOrMYEecKoe KayecTBO U UX
BbIBOAbI MO UHTEPECYIOLMM UCXOAAM HE SIBMISIKOTCS COrTacoBaHHbIMM)

HOpﬂIlOK 00HOBJIEHUSI KIMHUYECKUX peKOMeHI[aHHﬁ.

MexaHu3m OOHOBIIEHHS KIMHUYECKUX PEKOMEHJALUN NpelycMaTpuBaeT HUX CHCTEMATUYECKYIO
aKTyaJIM3alMil0 — HE PEXEe YEM OAMH pa3 B TPHU TOAA, a TAKXKE IPHU IOSBICHUM HOBBIX JAHHBIX C
MO3UIIMK JOKA3aTeIbHOW MEIUIIMHBI 10 BOMPOCAM JIUArHOCTUKH, JI€UEHHUsA, NPO(UIAKTUKH U
peadbmMTai KOHKPETHBIX 3a00I€BaHUM, HATMYUU O0OCHOBAHHBIX JIOTIOJHEHUI/3aMeuaHnil K paHee

yTBepxkAEHHBIM KP, HO He yaiie 1 pa3za B 6 mecses.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

Hpunoxenue A3.1. [IpuHUMNBI HA3HAYECHM S, IPABUJIA HA3HAYCHUS U PEKUM
nosupoBanus PP

1. Jlo nauana mepanuu 6Gema-adpeHoonioKamopamu, pebeHoK OO0NHCeH NPoumu Kapouoio2uieckoe

obcnedosanue 015 8bisAG/IeHUS npomu@onoms’aﬁuﬁ K HA3Ha4YeHUur npenapama.

1. mompoOHBIil cOOp CEeMEMHOro aHaMHe3a C LETbI0 MCKIIIOYEHUST HACIEICTBEHHBIX (DOPM HApyIICHUS

pUTMA;
2. OKT pyist uckintoyeHus:
a. monmHoM AV 6moxkazsl (Bctpeuaercs 1:20000 HoBopoxaeHHbIX) [111],

b. 6pagukapaun: YCC menee 70 B MUHYTY Y HOBOPOXACHHBIX, MeHee 80 B MUHYTY y naetel no 12

MmecsieB; MmeHee 70 — y merel crapiie 12 Mecsies; sxokapauorpadus;

3. monutopunr AJl, YCC, Y/I/] Ha npoTs:KeHUU 2-X CYTOK;

4. onpejiesieHUE YPOBHS caxapa B KPOBU HATOIAK HA MPOTSXKEHUH 2-X CYTOK.
1. Jlo3za npenapama

NuunmanbHas pexoMeHayemas jgo3a cocrtaBisieT | wMr/kr/cyT. Ilpu cermenTapHbix ¢dopmax
WHULIMATIbHAS /1032 JOKHA cocTaBiaTh 0,5 mr/kr/cyT. HapamuBanue 103bI JOMKHO MPOUCXOAUTH
MOCTENEHHO B Te4YeHHe 2-3-X HEeJeNb B YCJIOBHUSIX CTallMOHapa C 00s3aTelbHBIM KOHTPOJIEM
BUTAJIBHBIX Mokazarenei. [locie noctmkenus neuedHoi 1036l (2,5-3 Mr/kr/cyT) Tepanus IpOBOAUTCS

B aMOYJIaTOPHBIX yCIIOBHUSX.

1 menens — 1 mMr/kr/cyt

2 "Hexnenst — 2 Mr/Kr/cyT

3 Hepens — 2,5-3 Mr/kr/cyt

[Ipu pesuctentHocT — #PP 3,5-4 Mr/kr/cyT (BHE 3aperucTpUpPOBAHHBIX MTOKa3aHU) [84]

IIpu peunauBe — BO30OHOBUTH TEPANUIO B IPEKHEN J103€, COOIOAAs IPpaBUia TUTPOBAHMS 103bI.



CyTouHasi 103a Mo/ KHAsE OBITH pa3/esieHa Ha JBa-TPH MpueMa, Kaxibsie 12—8 4acoB COOTBETCTBEHHO
(MUHUMaNBHBIA MHTEpBAJ MEXAy Ao3amu — 6 yacoB). Ilepepacuer no3bl ocymiectsisiercs 1 pa3 B
MecsIll C Yy4YeToM Beca peOeHKa C 00s3aTelbHbIM KIMHUYECKUM OCMOTPOM U KOHTPOJIbHBIM
KapAHOJIOTHYeCcKUM oOcienoBanueM. [Ipu yBenmudeHUM 1036l Tpemaparta (MEpHoA TUTPOBAHUS WIIH
nepepacuera 103b1) kouTposib Y, AJl, HCC, OKI" BoinonHsiercs 3a 1-2 yaca 10 yBeJIMYEHHS 03Bl U
yepe3 1-3 uvaca mocne mpuema OonblIed 103bI JUIsl BBISBIEHUS BO3MOXHBIX HapyIIEHHM pHUTMa
(MakcumanbHBIE M3MEHEHHS CO CTOpPOHBI cepaeuHo-cocyauctor cuctembl: UCC, AJ] mocturaercs
yepe3 1-3 vaca mocne mpuema mpernapara — 3T0 BpeMsi MAaKCUMAJIbHO JIOCTUTaeMOM KOHIIEHTpAIH B
kpoBu). Ilpu »TOM Hambosee HalEKHBIM M MPOCTHIM B H3MepeHHM mnokaszareneM siBiserca UCC.

N3mepenne YCC npon3BoaAT Ha NPOTSKEHUHN MIEPBBIX 3-X YaCOB MOCJE YBEJIUYECHUS J03BI.
111, J[numenvnocmv mepanuu

ITo naHHBIM MEXyHAapPOJHBIX PEKOMEHAINI MperapaT Ha3HA4YaT B MHTEpBaJie Bo3pacra 35 qHen — 5
MecAleB (C Koppekiuel Bo3pacTa i HEAOHOIICHHBIX JeTeil). [[IUTenbHOCTh Tepanuu JI0JDKHA
OTPECIATHCS JJIUTEILHOCTRIO MpoM(epaTuBHON cTaauu 3a00JIeBaHUS W COCTaBIsATH HE MeHee 6
MecsitieB [1] st TTOBEPXHOCTHBIX TE€MAaHTMOM W He MeHee 12-24 wmecsaneB uisi TOIKOXKHBIX/
CMEIaHHBIX U cerMeHTapHbIX dopMm UI. OTMena mpenapara qoDKHAS MPOW3BOAUTHCS MEIICHHO (B

TeueHue 2-3-X Heeb).
V. I[Ipasuna npuema PP

[Ipenapar HeoOXoaUMO MPUHUMATH JIMOO HEMOCPEACTBEHHO BO BpeMsl €bl, JHOO cpasy Tocle.
[Ipenapar BcacwkiBaeTcs OBICTPO U B MOJTHOM oObeMe. Eciim peObeHOK He €CT WM OTMEYaeTcs PBOTa,
PEKOMEHyeTCsl TepaIlui0 MPUOCTAHOBUTH IO BOCCTAHOBIICHHUS HOPMAJIBHOTO PUTMA TpHEMa ITHIIHA
(Tabmuma 1).

Tabnuia 1. HopmansHbiii put™m Kopmitenust [41].

BO3pacT yacrtota KopMmneHusa (MakKCcuManbHbI MHTEpBan)
MeHee 6 Hejenb Kaxxable 4 yaca

6 Hepenb- 4 Mecaua Kaxgable 5 yacos

cTapwe 4 mecsaues Kaxxable 6 yacos

Ecin peGeHOK BBIIUTIOHYN NpenapaT Wik He MOJIY4HJI €ro B MOJHOM 03¢ (HampuMep, IpU pBOTE), HE
PEKOMEHIYETCS JOIMOIHUTEIBHO 1aBaTh «HEAOCTAIOILYIO» 103y WIH YBEIMYMUBATh 03y B CIEAYIOLIEM
npueme! Ecnu ouepennoii npuem PP Obu1 mponyiieH (110 TEM WM UHBIM IPUYMHAM), CIETYIOLIYIO

03y TaKKC YBCIINYHUBATL HCJIb3A. TepaHI/IH JOJIZKHa OBITH IMPpOAOJIKCHA B IMIPCIKHEM PCIKUMC.

[Ipn pa3BUTUM MHTEPKYPPEHTHBIX 3a00JIEBaHUI, COMPOBOXKIAIOIINXCA YMEHbIICHUEM O0beMa
NUTAHUSI, OTKa30M OT €lbl, TUCHENTUYECKUMHU SBIeHUSAMH, Tepanusi PP nomkna ObITh BpeMeHHO

npuocranosieHa [12,112].

[Ipn HeoOXOAMMOCTH TPOBEICHHUS HCCIEIOBAaHUM, TPEOYIONIUX IJIUTEIHLHOTO TOJOAAHMS, IODKHA

ObITh Ha3HAYEHA a/IeKBaTHAsi MH(PY3UOHHAsI TEpanusl pacTBOpaMu AEKCTPO3bl™* [41].



V. Ilepenocumocmsb

[lepopanbHas popma npenapara, Kak MpaBUII0, XOPOIIO MEPEHOCUTCS B TepaleBTUUECKUX J03aX. TeM

HE MCHCC, HGO6XOI[I/IM KOHTPOJIb 3a HCKOTOPBIMHU IMOKA3aTCIISAIMMU

1. Cepoeuno-cocyoucmas cucmema. PP MoOXeT BbI3BaTb HapylIEHUE CEPJACUYHOro puTMma. Tepamus
nomkHa ObITh mpuoctaHoBieHa npu cHuxeHnn YCC menee 60 B munyty u npu AJ[ menee 60/40

MM PT. CT. (Tabmuma 2).

Tabnuma 2. MUHEMAaJIBHO JIOITYCTUMBIC TTOKA3aTeIN apTEePHAIBHOTO JaBIICHUS U YacTOThI CEPIACUHBIX
cokparmenuit (AJ/YC) [113].

Bospacr rMnoTeHsus, MM. pT. CT. BpaanapuTtMus, ya./ MUH
0-3 Mecsues < 65/45 < 100

3-6 Mecsues < 70/50 <90

6-12 Mecsues < 80/55 < 80

B nannoit Tabnuie ykazansl MunuMaibablie U psl YCC u AJl nis kaxxaoii Bo3pactHo# rpynnbl. [Ton
OpamuapuTMHeil MOHUMAOT HE ToNbKo cHuWkeHHe UCC 1m0 TeX MHHHUMAIbHBIX HU(P, KOTOpHIC
yka3anbel B Tabnuue, HO U cHmwxkeHne YCC na 30 enuHUI] OT UCXOAHBIX NaHHBIX. Kak mpasuio,
camkenne YCC u AJl (mpeuMyIiecTBEHHO IUACTOIIMYECKOE) UMEEeT aCUMNOTOMHBIN Xapakrtep. [lpu
pa3BUTHH OpajuapuTMUU WM TunoteHsuun Tepanus PP nmomxna ObiTh mpuocTaHoBieHa. [lpuem

npemnapara MOXeT ObITh BO30OHOBJICH MOCIIE KyTUPOBAaHUS OpaJuKapIuu/apTepruaibHON THITOTCH3UH.
2. lunoenuxemus

[Tatoduznonoruss TUNOINIMKEMHUHM MaJl0 H3y4d€Ha, HO HE UCKIIOYEHO, YTO OHa CBS3aHA C
IJIMKOTEHOJIM30M 3a CYeT OJIOKMpPOBaHUs SHIOTEHHBIX KarexoisaMuHoB PP. bera-anpenoOnokaTopsl
MacCKHPYIOT apeHEPruYeCKre CUMITOMBI TUIIOTIIMKEMHH: TaXUKapAUI0, CeplieOneHne, MOBBIIICHHOE
norootaenenne. CuUTyanuss MOKET YCYTryOUTbCS B YCJOBHUSIX TOJIOAAHMS (JTMTEIHHBIX MHTEPBAJIOB
MEXAy @pHeMamMu M[HIIH), TUIEPTEPMHUM, HAJUYMsl PBOTHl WM TEPEJO3UPOBKU IIpernapara.
HeobxonuMo MOMHUTH, YTO TUIOITIMKEMUs, CBsi3aHHAsi ¢ npueMoMm PP, moxeT ObITh mpejacTaBiieHa
WCKITIOYUTENBHO cyfoporamMu u komoi! HeoOXoammMo 0CTaHOBUTH Tepamnuio MpU CHIKEHUU caxapa B
kpoBu MeHee 40 mr/mi. Tepanus MoxeT ObITh BO30OHOBJIEHA MPU BOCCTAHOBIEHUU YPOBHS TIIIOKO3BI.
['unornukemust pa3BuBaeTcs MpU HA3HAUYEHUU JOCTATOYHO HU3KUX 1103 — 1,25-2 MI/Kr/cyT, TO ecThb

TUTIOTJIUKEMHUSI HOCUT J103a-HE3aBUCHUMBIN XapakTep!

[TanueHThl, Mony4aroue OAHOBPEMEHHO TEPAIUI0 IIIOKOKOPTUKOUJAMHU, UMEIOT OOJBIIMM PHUCK
pa3BUTHS TUIIOIIMKEMHH, TaK KaK HAJIIOYEYHHUKOBAs HEIOCTATOYHOCTb, KOTOpas Pa3BUBAETCs IpU
MpUEME DIIFOKOKOPTUKOUIOB, MOXXET NPUBOIAUTH K OTCYTCTBHIO OTBETa HA TOPMOH-PETYISITOP —
KOPTHU30JI, U COOTBETCTBEHHO yCYI'yOJIATh PUCK Pa3BUTHI TUNOmIMKeMun. Takast cuTyanusi BO3MOKHA U
[P TPUEME ITIOKOKOPTUKOMJOB MAaTepblo, KOPMsIIEH TIpyaHbIM MojokoM!!! @dakropamu pucka
Pa3BUTHS TUIOTTIMKEMUHN TAKXKE SIBISIFOTCS HEAOHOIMICHHOCTh, MHPEKIMOHHBIN MPOIECC, TPYIHOCTH CO

BCKapMinBaHueM [114].



3. bpownxocnaszm

Tepanust gomkHa OBITh  OCTAHOBIEHA NPHU  Pa3BUTHM  OpPOHXUOJIUTA WM  OpPOHXHUTA,
COTPOBOXKIAIOIIETOCA OMBIIIKOW W CBUCTAIMMHU Xpumamu. [lapamiensHo MoryT OBITh Ha3HAYCHBI
CEJIGKTUBHBIE 0eTa-2-aIpeHOMHUMETUKH U TJIIOKOKOPTUKOUIBl B MHTralsliMOHHOU ¢opme. Tepanus
Oera-apeHOo0IOKaTOpaMy  BO30OHOBIISIETCA  IOCJIE  pa3pelieHus] PECHUPATOPHON  MaTOJIOTHH.
Pexomennyetcsi Tepanuio BO3OOHOBUTH B J03€ | MI/KI/CYT, KOTOPYIO JalOT B TEUEHHE 2-X JTHEU ¢
MOCJICYIONINM TIOCTETICHHBIM HapammBaHueM. [Ipu pa3BuTHH BTOPOTO 3MU30/1a OPOHXO0OCTPYKIIUH,

Tepanus 0eTa-aapeHoOI0KaTOpaMu JI0JKHA ObITh OTMEHEHA.
VI. [lomenyuanvuvie pucku naznauenus PP
1. PHACE cunopom.

OueHp MaJIO JaHHBIX MO Ha3zHaueHuto PP mpu manHoMm cunapome. Hasnadas STOT mpemapar, HaJo
TIOMHHTH O BBICOKOM PHCKE CHIDKEHHUS Mepy3uH B cOCyaX TOJOBHOTO MO3Ta MPH YCIOBUH HATUYHUS
CEpPBhE3HBIX IEPEOPOBACKYISAPHBIX AHOMAJUN, COMPOBOXKIAOIIUXCS CHIDKCHHEM KPOBOTOKA WIIH
3HAYMMBIM CTEHO30M COCYJIOB, YTO €II¢ OOJIbIIIe MOXKET YyCyTryOmsaTs uimeMuro. Kpome Toro, Hamuuue
CEPBhE3HBIX Malb(opMamuii MaruCTpPaJbHBIX ApTEPHA MPU JAHHOM CHHAPOME TaKKE MOXKET OBITh
NPUYMHON OTKa3a OT Ha3Ha4YeHUs Ipenapara. PemieHue o Tepanu JODKHO OBITh TPHUHSTO

KOJUJIETUAJIBHO C 00sI3aTeNIbHBIM yUaCcTUEM KapAHOJora.
2. l'unepuyecmeumenvHocmo.

VY nanueHToB, CKJIOHHBIX K pa3BUTUIO aHAa(UIAKTUYECKOTO II0Ka, OCOOEHHO Ha BEIEeCTBa,
cozepxaliue ioa, iedeHue OeTa-aJpeHoOJI0KaTOpaMU MOXKET NMPUBECTH K YCYTYOJEHHUIO peaklud U

PE3UCTEHTHOCTH K JICYCHUIO STMHEPPUOM™ * B CTaHIAPTHBIX J103aX.
3. Obwas anecmesus

bera-aapenoOnokaTopsl MPUBOAAT K YMEHBIICHUIO PeIICKTOPHON TaXUKApIUU U YBEIMYCHHUIO PUCKA
runoreH3un. Heobxoaumo mpenynpekaaTh Bpada-aHECTE3U0JIora 0 mpueMe OeTa-aapeHo0I0KaTOpoB.
Ecnu omepatuBHOE BMeENIATEBCTBO/UCCICAOBAHUS TIOJ OOINCH aHECTe3WeH HOCHT IIIaHOBBIN
XapakTep, Teparnus Oera-aJpeHoOOKaToOpaMH JIOJbKHA OBbITh TMPUOCTAaHOBIIEHA 3a 48 4YacoB 10

HCCIIEAOBaHUS.
4. I'unepranuemus

Penkue cmydyam runepkameMud MOTYT BO3HUKHYTH TIPH Jie9eHUU PP THraHTCKUX WM U3BS3BICHHBIX
dbopM reMaHTHOM, KOTOpasi MOXET ObITh OOYCJOBI€HAa KaK CHHAPOMOM JIM3HMCa OMYyXOJH, TaK U
HETIOCPEJICTBEHHO OBITh TMposiBIIeHHeM TmoOouHoro neiictBus PP. Ilanmmentam »Tol Kateropuu

H€O6XO,Z[I/IMO MMPOBOJAUTDL INIAHOBOC MOHUTOPHUPOBAHUC SJICKTPOJIMTOB B KPOBH.

5. llcopuas



Onucanpl ciydaum yXyAlleHuss TedeHWs nicopuaza npu npueme PP, Hasnauenue Oera-

a,[[pCHO6JIOKaT0p0B JOJIXDKHO OBITH B ﬂaHHOfI CUTyallUH OYCHb B3BCUICHHLIM.
6. Ileuenounasn unu noueynas HeooCmamoyHoCms

90% mnpemnapara cBsi3biBaeTcd B KpoBU ¢ Oenkamu. 25% PP Merabonusupyercss mpu NEpPBUYHOM
MPOXOXKJACHUU Yepe3 MeueHb ¢ yudactueM 1muroxpoma P 450, a BeIBoguTcs mouykamu. Bpewms
TIOJTYBBIBEICHUS COCTAaBIIsICT MPUOIM3UTEIbHO 3 yaca. PP u ero MeTabonuThl MOTHOCTHIO BBIBOJIUTCS
u3 opranusma depe3 48 yacoB. HaznaueHue npenapara mpoTUBOINOKA3aHO MPU HAIMYUU TIEYEHOYHOM/

OYEYHOU HEIOCTATOUHOCTH.

«MuHopHbie» mo0ouHbIe 3((EeKTbl MOTYT BO3HUKHYTh B xone JjedeHus PP: acummnromarnueckas
runorensus, cHmkenne YCC na 10 ynapoB B MUHYTY, aKpOLIMaHO3, HAPYLIEHUS CHA, Auapes B Je0roTe
JICUEHHUS, KOTOPbIE HE SBJISIOTCSA MPOTHUBOIIOKA3AHUM JJIsi OTMEHBI IIpenaparta. Heo0XxoqumMo OTMETHUTh,
yto PP He oOka3piBaeT BIMSHUME HA PA3BUTHUE PENPOAYKTMBHOM CHUCTEMBI, HEPBHOM M CEPAECYHO-

COCYJIUCTOM.
VII. Ilpomusonokazanus x Hasnayenuro PP

o HenoHnoueHHble 1€TH, Y KOTOPBIX CKOPPUIMPOBAHHBIM BO3pAaCT COCTAaBISET MEHEE 5 HEACIHb
(pa3HOCTh MeXay (aKTHUECKUM BO3pacTOM peOeHKa B HEAENsAX U HEAOCTAIOMIUMHU 10
JIOHOIIIEHHOT'O CPOKA HEJIENSIMH reCTaluu)

L HOBOpO}KILGHHBIG, HaxoodgImuecCs Ha TI'pyaHOM BCKapMIIMBAaHHWH, MATb KOTOPBIX IIOJY4YacT

JIEKapCTBEHHBIC TPEMapaThl, HE COBMECTHMBIE C IMPOITPaHOIOIOM™ *
e AcTMa uiu OpOHXOCHa3M B aHAMHE3e

o AtpuoBeHTpuKyisipHas Omokama [I-III cremenu/Hapyiienus paboThl CHHYCOBOTO y37a (BKIIIOYas

CHUHOAYPUKYIISIPHYIO OJIOKaay), CHHYCcOBasi OpaauKapaus
o @DenomeH Pelino u npyrue HapyiieHus nepudepuyeckoro KpoBooOpaIieHus
o IIpeapacnonokeHHOCTb K TUITOTTIMKEMHUH.
o KapauoreHsslii mox
o CepaeuHasi HEIOCTaTOYHOCTh
e AprepuanbHas rMIIOTEH3US
o DeoxpomonuroMa

[IpakTryecku Bce MepeurciIeHHbIE MPOTUBONOKA3aHUS PEIKO BCTpEUaroTcs y fnerei Ao 1 rona.
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Ipuaoxkenue b. AJropurMbl JeiicTBUA Bpaya

MegwuaTtp

LeTcKUi
XMpYpr

OUEHKa PHCKE BOSHWKHOBEHWA MWIHEYTPOMEI0W WK M HYHKLMOH ANBHEIX OCACHHEHWRA

TOCMWMTANWM3aL WA B CTELMOH 8p COOTBETCTEYHILLE Mo Npod uan

MNoAaTEEpHKAE HUE AW ETHOCTMUE CKUMW METOEMM

MepeunyHoe

3BEHO

Hab/ logeHWe B OTAENEHM W NESNATPHK

Habmoges e BNA0TE 0 3 MECALE HMIHK
DueHKa PUCKDE NPX KSHO0KM BUZMTE

H3bA3enEHNE

ik poBronori-eckos
WCCAEADBEHWME

OUEHKS OCNOHHE HHA
Me prokynApHaA HapyweHWe npoxogMmocTi
NIOKEAW3aumM A AEIXETEAEHEX MyTE R

Y3 opBuTal mam MPT wew 1 rpyaHoi
MPFT 4epena 1 opBuTal HIAETHH,

tmBpobpoHxoCKkonMA

-

-

COUEHHKS BCCOUMWPOEEHH bIx 3abanesaHni

CermeHTapHas, H eonpe 4e nae mas

KpaH modacymansHan M

Odransmonoriseckoe obonenoanmse
SNO-Kr

MP-aHrMorpaduA MAoDER! M WEK
OueHEa HYHHUMK WKMTOBWAHON HENEZhI,

CemaeHTapHad /He onpegenseman
MNOACH MYHC-KpecTuoean M
WA UT HH#HEH HOHEUHOCTH

W3 oprEKoR MOHEE BIBOAR ISR
CCTEMB [NOSKM 1 MOSETONHAK M)
OBCnepEEH ME MODELR OPraHoE
MPT cnMHHOrD MO3ra © KO HTPECTHEIM

HEBPOAOMMHECKOMD CTATYCa YCUNEHMEM
* HoHTponb poCTa v pazemMTHA
* Wy ETH MO MM HEPHBIA MOHKTDRK HE
HeobxogMMOCTs B A0NCAHWUTENLHBIX MCCIE GOEEHMAX
3K Jpnnnep MPT BDNCKMA Ko
OubdepeHwapoera M Oupdepesumposera M0 [an oueHkK rAyBMHB! *  Camblid H3OEMHLIR MaTon ans 00
W HMCT C ®ryCThiMe W BEHOZHLIX PacnpoCTRaHERMA * Ananty HOrMCTOXNMMIS ECHOR MCCneqoeaHne (GLUT-1)

COAEPHIA NI

ManshopaMaLmia
C HH3H DA CHOPDCTEHD
KPOBEOTOHS

WMEET BEICOKYH) CNELME MHHOLTE:

* HeocBxomgamo npoegauTs Y3M ap Buonoaw, ecam ecTe
EEPO0ATHOCTE KPO BOTEHEHWA MW ARYIHK OCNOHHEHHA

AJuroput™Mm Ha3HavyeHnus: PP




PecnupaTopHble

> 5 HeaeMb HU3HA sabonesanua

lMnorukemma
B aHamHese

CepgeyHo-
COCYAUCTBIE
zabonesaHunA

MauweHT 13 cembm

AmbBynaTopHoe
< 5 Hefenb HU3HU locnuranmzayua C HU3KMM COLMa bHbIM

HabnogeHme

CTaTycom
JleyeHuWe remaHr MoMbl — NpoONpaHon o NepopansHO
MpWem Nnepeoi go3bl
B YCNOBWAX cTalMoHapa CrapToeas gosa: 1 mr/kr/cyT Bpagukapausa:
nog KoHTponem AL w YCC Mnamguwe 3 mecaues: YCC < 100/muH
7 aHei - OT 3 go 6 mecaues: YCC < 90/muH

Mpuem nepBoii A03bI
B YC/IOBMAX CTaLMoHapa 2 mr/kr/cyT
nog koHTpoaem ALl n YCC

0T 6 go 12 mecaues: YCC < 80/muH
YpemxeHue YCC Honee yem Ha 30/MUHH OT MCXOOQHOro

7 OHel *
Mpyem NepBoi 403bI
B YC/IOBMAX CTauMoHapa 3 mr/Kr/cyT
nog koHTponem Al u YCC
b6 mecaues *
OKOHY4aHWe NneYyeHns

OueHra 3¢ GerTUEHOCTH MEHDBLLEH JOZMPOBHM

HeenaTenbHan NekapcTBEHHAA PEaKLUMA: OTKas OT bl WK pEOTa (pMCK runornvkemuu), Gpagukapaua,
TMNOTEH3UA WIK TMnorkemus (BneqHoCTb, TMNEPAKTUBHOCTL, TPEMOP, anartus, NOTAWBOCTb),
BpoHxocnasm, gMcnenTUYecKkUe ABAEHWA, HapyWeHWA cHa.

*
MNoasneHwne CONYyTCTBYHLWETD zaboneBaHWA UK




Ipuwioxenue B. Unpopmanus 1 manmeHTa

Hannuue nHpaHTUIBHON T€MaHTHOMBI y peOEHKa MOYKET BBI3BIBATH MHOTO BOIIPOCOB Y POAUTEIIEH.
1. Uto Takoe uH(paHTUILHASI TeMaHTHOMA?

NHpanTunpHasg reManruomMa — 3To 100pOKaueCTBEHHOE COCYANCTOE HOBOOOpA30BaHUE, COCTOSIIAS U3
npoauepupyIOUX SHIOTEIUATBHBIX KIETOK CcOCyAoB. [IpuunHBI BO3ZHMKHOBEHHUS B HACTOSILEE
BpeMsl HE JI0 KOHIIAa U3BeCTHBI. OOCyx)maaeTcss MHOTO (DaKTOpPOB, MPUUYACTHBIX K €€ Pa3BUTHIO, B TOM
YHUCJIE CHUKEHHE JIOKAJIbHOW OKCUIeHalMHu TKaHed (rumokcus). B 90% ciywasx uH@aHTHIBHAS

reMaHruoma MnosiBJsieTCs/pa3BUBAETCS BIIEPBbIE IBE HEJIEIH KU3HU.
2. Kak oHa KJIMHUYeCKHU MPOSABJIsieTCH?

Camoit yactoii Qopmoit UI' saBnsercss MOBEpXHOCTHasi: OHAa MMEET BHUJ BBICTYIAIOIIETO HA KOXE
KpacHOTO 00pa3oBaHus (MHOTIA €€ Ha3bIBAIOT «AHTMOMA-KIIyOHHMKA») pa3MepaMHu OT HECKOJIbKHX
mMuwuMeTpoB 10 10-12 cm. Pexxe BcTpeuaroTcsi MOAKOXKHBIE (OPMBI, KOTOpPbIE MPUBOIAT K
MUHUMAJbHOMY HM3MEHEHHIO LBETa KOXXM HaJa oOpa3oBaHUMEM, MEHEE 3aMeTHble M TpeOdyrolue
npoBeneHusa auddepeHuaIbHOor0 auarHosa ¢ JApyruMu  oOpasoBaHusiMU. MHOrma BcTpeuaroTcs
cMmenianabie Gopmbl. BeTpeuaeTcs Takke Oonee peakue (GOpMbl, TaK Ha3bIBAEMBIE «CETMEHTAPHBICY,

3aHUMAIOIINe ONpe/esieHHbli cerMenT. B nienom, U™ MoxkeT BcTpeuarsest Ha TI000M yyacTKe Teda.
3. Kak yacrto BcTpeuaercsa UI'?

Yacrora BcTpeuaeMoctu coctaBisier 5—-10%, neBouku Ooneror B 2—4 pas3a uame. Yacrtora

BCTPEUYAEMOCTH y HEIOHOIICHHBIX JIeTeH OObIIIe.

4. Kak «ceost Bexym» UI'?

B pazButun UI' BeIIETSIOT HECKOIBKO KIMHUYECKUX CTAAUH (pHC.):
1. paza nponudepaiuu - NosIBICHUE U POCT OOpa30BaAHUS

2. ¢aza crabmm3anu - MpeKpaIIeHne pocTa

3. daza perpecca — cnoHTaHHAasE HHBOJIIOIUS 00pa30BaHUS



PazMeps! MHPAHTUABHOA FrEMaHr oMbl
E

nponudepaums crabunusaumsn perpecc

BO™ ACCTHINM CBOETO OKOHMATEALHOMD PASMEDS YEPEd 5§ MEeCALes ©

CaMuiftl CHALHBLIA POCT ABTCKOR NEMaHrHOMBE HafmonaeTen "
B nepWog oT 1 go 2 Mecaues LY

.
>
Hosoposarumee 1 HE& 6 A 611 Mec 18756 Mg 53-T mer.

O6bruno B 70% cayuasx Ul npu poxkaeHUM OTCYTCTBYIOT W HAYMHAIOT MPOSIBISATHCS JIMIIL Yepes

HECKOJIBbKO JHEH/Henenb nocie poxaeHus [31, 11].

4. ®aze mponudepanuu 0OBIYHO TMPEAIICCTBYET (Daza MUHUMAIBHBIX KIMHUYCCKHUX HU3MCHCHUN Ha
KOK€ B BHJE OJIEIHO-PO30BOrO/KPACHOTO MOBEPXHOCTHOE MATHA. Pa3a mpoiudepannu 3aBepuiaeTcs
0ObIYHO K 6—8 MecsiaM JJisi OBEPXHOCTHBIX (DOPM, WIIM MOXKET MPOUIUThCS A0 9-12 mecsueB s

MTOAKOKHBIX U cMemranHbIx opm U [31].

[Ipubnu3uTensHo ¢ Bo3pacTa 8—9 MecsileB HaUMHaeTcs ¢daza cTabuIu3aluum, Kotopas JuTes ot 12 10
36 wmecsaneB. B osror mepumonm 3aBepmiaercs poct NI u HaumHaeTrcs MenjieHHas CIIOHTaHHAS
unBosmonus. B 60% WI' monHocThio perpeccupyet k 4 romam, B 76% — x 7 rogam [11], ocTaBnss
nocye ceds «apsioiplii kKapMaH» (y4acTOK BTOPHUYHOM aTpoduu KOXKH), COCYAHUCTHIE «3BE3IOUKH,

pyOLBl — paza OCTATOUHBIX MTPOSBICHUH.

DT 0COOCHHOCTH TEUEHHWs T€MaHTHOM OIPaBABIBAIOT MO3UIMI0 HabmtoneHus ans OomnpmmuacTBa UIT
[IPYU YCJIOBUU, €CIIA TEMAHTUOMa HE COMPOBOKIAAETCS OCI0KHEHUAMHU, KOTOPbIE KaK IIPaBUJIa, CBA3aHbI

C 0COOCHHOCTSIMU JIOKATU3AINH, Pa3MEPOB U TITYOHUHBI TOPAKECHUSI.
5. Korna nano jgeuurtnr UI'?

ITokazanus k MMPOBCACHUIO CUCTEMHOM Tepalun ONpeACIIsICT JOKTOP Ha OCHOBAHHWHW COBOKYITHOCTH
KIIMHUYCCKUX JTAaHHBIX, XapPaKTCPU3YIOIIUX CaMYy I/IH(I)aHTI/IJ'II)HYIO FrEMaHTHOMY, a TAKKC BO3MOKHBIC

PUCKH Pa3BUTHS OCIOKHCHUN WU Y)KE HUMEIONTUECS OCIOKHEHUSI.
6. Kak nago geuurs UI'?

B nactosiee BpeMs «30J0TbIM», OOHIEHNPUHSATHIM cTaHaapToM Jjiedenuss WI' sBnsieTcs Ha3zHaueHue

OeTa-aIpeHo0I0KaTOPOB (IIPOIPAHOJION B JIEKAPCTBEHHOM (opMe «pacTBOp IJsi MpUEMa BHYTPHY).



Tepanust gomkHa OBITH HauaTa B MAaKCMMAaJbHO PaHHUE CPOKHU (MHTEpBal MEXAY 5 HENensIMu U 5
MecsillaMu), T. €. B mepuon MakcumanbHoro pocra WD (mponudeparuBhas ¢aza). Tepanusi mommkHa
OBITh MHULIMUPOBAHA B YCIOBUAX CTALMOHAPA C MOCIEAYIOIIUM IEPEBOIOM Ha aMOyIaTOPHOE BEICHUE
nanuenTa. [lepen HazHaueHHeM cHeM(PUYESCKON Tepanmuu JOKTOP MCKIIOYaeT HaIuunue aOCONFOTHBIX
npoTtuBorokazanuii. Jloza mnpemapara HapamuBaeTcs IOCTENEHHO M0 KOHTPOJIEM OCHOBHBIX
napamMeTpoB  pabOTbl  CEPJEYHO-COCYIMCTOM  CHUCTEMbl (4acTOTa CEpJACYHBIX COKpAIlCHMH,
apTepuaibHOE JJABJICHUE) U CUCTEMbI OPTaHOB JIbIXaHUs (4acTOTa JbIXaTeIbHBIX ABMKCHUM, caTypaius
02). Eciti pebeHOK XOpOoIIIo IMePEeHOCHT JICUSHUE J103a TIpernapara JOBOAUTCS 10 TeparneBTHICCKOM (2—
3 wmr/kr/cyt). Ilobounsie >¢gdexThl npu JiedeHUU OeTa-apeHOOIOKATOpaMH MHUHUMAJIbHBI (O HHUX
noJipoOHO MPOUH(GOPMUPYET IOKTOP) U BCTPEUAIOTCS JOCTATOYHO peAko (mpulmusutesnbHo B 3%

CITydasx).

OcnoxxHeHHble (HOPMBI MOTYT MOTpPeOOBaTh 00Jiee CIOKHONW CHUCTEMHOW TEepanmuu W KOHCYJIbTalluu

Bpayey IPyTruX CHEHUAIBHOCTEMN.
7. KakoBbI pe3yJbTaThl Jie4eHus ?

OTtBeT Ha Tepanuio OeTa-aapeHoOmokaropamu — 6omnee 90%.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusX

Hem



